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3. LT = AT RMF v BEARE CE IR N 2 s #
(transthyretin-mediated amyloid cardiomyopathy » ATTR-CM) -
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(1) jgw5ge 8 & (cardiac biopsy)th & e & 4 ”W‘T ¥ 4F 4o
(bl4c 2 B 38 B 45 26023B) + *t zv E I A(PYP

scintigraphy scan visual score > Grade 2) °

Q)7 g gy @5 1 5 k2 —*Z » R “$ = Amyloid light
chain (AL amyl0|d05|s ; SE4d - AP B 2 SRR TR ) o
ke o BRE € (NYHA) < £ :Bx i A % % - 3 % = B
(class2 & 3) -

(2)

(3)

(4) NT-proBNP > 600 pg/ml & BNP> 100 pg/ml ({# £ H ¢ — 318
? o
(5) = % ¥ "%m A& B> 12 mm (interventricular septal wall thickness) -

4, g igi
r B ElENY > PR QuiRE € (NYHA) S %
B s AE R s IV BERY o
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(-)% 2 3 ATTR-CM fhE (7 5 A dw > 35 555 4 ¥ au A4 70 ok (underdiagnosed) © &
75 4 4] ATTR-CM F {7 % % % p 5 #7350 > tafamidis cnpd 7492 8- 5 7 L o
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(2) 4 NYHA Zonm il d ok FR R R A2 L5 FRERR LS
T W Iéi:f;] :".:])% Ao ¥ NYHA Z & 112 B 7] NYHA &% IV -

(2 )ATTR-ACT gk h » G o< FBm € 0 & P W oo R BIRA BT F JURAS R o
Ao & tafamidis * 3¢ B & w4 gk E A K e
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5 te45 2% Mtafamidis & & ATTR-CM

MR L TP ATTR-ACT 385 F 3t o
AR Ao TE P * ATTR-CM k80 | #3048 f g
ATTR-CM & & 5 4 chifp2c 2 & 24 > 4 R froedg i 2% 30 B0 > o
Finkelstein-Schoenfeld = Z4& F A 47447 = F 2w F AP M G fdE 5 o

% & 7. % tafamidis 61 mg > ¥ 3¥5% ¢ ¢ tafamidis meglumine 80 mg & 2 F4p & 14 o
P < & T 4§45 tafamidis meglumine 80 mg &2 20 mg ‘e & & & 474p 0t £ {2 % o Hé e 3
& tafamidis meglumine 80 mg e 4p b % Al e adF 2 A 178 % o

a R & g
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ATTR-CM 4 it 75%/25%" > NYHA % .,J-» I/ 5 & ik 10%/60%/30% ;

BAEADEE A RpY LT A fJ5 4 ¢ NT-proBNP (T 2R R AR i

L% NYHA &5 1l o

(L)*viefk & % e > tafamidis fp 2 X AT B F e L B F 2 i
BARRE Al 0 ¥ VB E R 4 (BMWT)E 2 —éﬂ«%”f(KCCQ)mfﬁ’ °

(2>t % B4l ATTR-CM 2 2 = NYHA & %= *%# ¢ » ¥ A tafamidis
IR E R 22E G TR

L3RR

AR R 2% , .- . e e o A
B & @ ATTR-CM =t %3¢ > tafamidis 4p ¢ & G| 7 52w n
PR A EAERIFIREEFLER o
B & NYHA 2 5 Ml ch=c &3¢ tafamidis 4p v~ % F&) € 3 4c G fx®
I%’-/r»'% 1] -i/i ‘JUFJ'._P %‘F"%z ES
(D)Tafamidis % £ 207 L% & 50 500 B A s (dos % B2 S SFH) ~ %
PEAPM ARG T R R ) i A R AR
- EiY R o
EE 2> - e et e e
(2)Tafamidis 4p #>t % G chd 2 TR0 LG EREREDLE o
ERTIE S LA E BEr 2t FF AE 23R
98.5% vs. 98.9% 75.4% vs. 79.1% 6.4% vs. 6.2%

o FRGI I ARE SRR EOPHTAET BT ARG PR GRS
K2 Jie» R4R2 00 4 it 4 £ 4 CADTH ~ /74 PBAC 2 # B NICE 2 3= 4F 2 ¢
%g:m)']iﬁ,\g)il——ﬂ‘?(ﬁZ&\Fn'ﬁq«}n/,b.gfig&g‘_g%%/kB#j.cﬁj;_}ai ‘cr'r'?ﬁ‘ 4
tafamidis ) 3 & 44 ATTR-CM 2 3 %o #0507 § itk dn Bl enio f 8 %
7 ATTR-CM Jj5 4§15 »2in § & R A4S Kehg o

T~ A F

(_) 4t i'y‘ CADTH *t % E‘:I 109 = 2 5% x4 "’ e I‘:. Eﬂ;’ ’ ’3 u_,, ],L‘L’i‘qii\. tafamidis
meglumine # 75 F & & 77 4 A it i@ | ATTR-CM % 5 CADTH # & tafamidis
meglumine 7 ICER % 4 i 443,694 ~/QALY gained > 7 "% i 92% % & = &2z F o

(=) ®MPBAC > 2 B 109 # 7 * 4= 4pd - 3 &3k Jc{ tafamidis * »tin o & &
74 A @ ATTR-CM pf; ; PBAC 3% 5 tafamidis v ICER E 4B $W
200,000/QALY gained » F]pt Z & 3748 iz & & i &g ¥ ' < ICER & -

(2) ®® NICE »* % ® 109 & 10 * =4 - (> & {8 #73% ~ ¢ (final appraisal document,
FAD) ¢ 7 £ ;iy]zg\ tafamidis * **75% & £ 7 4 A @ a0 ATTR-CM Ao
I 3% & tafamidis 5 ICER J&42 6 % 45 30,000/QALY gained » # £ = A2 o

b i @+ ATTR-CM Birbo¥ Len TTR A FIR A4 5 Vall22lle ~ Thr60Ala £ 1le68Leu » + ¢
7z o AR 72 Ala97Ser -
CERFE T HFAD (hph B Y 50 & FAD #-¢ E_NICE I V3= R 4R 4 2 A -
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Flu sl 2 Mﬁﬂ pot @ ,—E:ﬂ FETNE ¥ b BRI A T RATE PR T
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() #4472 105 & 1 109 & i R R E & ARM L EFen A o & 5 2R EF & o
Sl FRAKRTI EAZTELRY L HNS- 2904157 # 140 ¢ > B4
R* A% - 2% 9043257 & 450 4 EREFF NS - £ A2 RAIFTE
2033~ FETEHE %f}}%?r?* (6o EMMBELNY - #4127/ ~31 %

7 #2015 @~ o
o AIRFESHDAEFC P PERS (FFE) 2 RFR
AREE 5 &
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isslz & tafamidis ; 61 mg/cap -

LEUERS BB R min g # :
WHO/ATC # NO7XX08 -
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( head-to-head comparison )
LR
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HER BRI RARTY AR LA DEL -
B SRl iR dp 51 &R o E }
Hie 58 FF o ip ]
HEEFRRLAS BT RALIAE > P A2 S R EER R DR RS PR R E R

RN P RBAIRTATE > R AL 55 BT RS R0 A P2 Ry

Lo OARFRPHEG PG HEHK

&k BATH HaE R
CADTH/pCODR AR 109 E 2 2 o2 s 2R E A tafamidis * AL A A IF 4
(4v £ +) A @ ATTR-CM » % s § 7= Ffoo o %‘r}irfﬁsfi

Boo MERBRASLRRER LT FE
1. B * it

(1) Z %5 ATTR-CM
A ZE 554 A ATTR-CM e 7 00T Rt
(@ 23 TTR AFR %
b) Fusgk Bl BT ORI DPEISFEADP Y HE
A >12 mm
(C) mghr 2 Epom § AR T (BT 5 g hi P fe s vk
f{,a,? PG E"Lqiﬁ NE-)
(d) ‘Shm ot B¢ PR S Fa2Rd s
A ks e 33— B (precursor protein) & TTR
B. %523 @ ATTR-CM e pFéd 2 11Tt
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@ “%m}?a FARM A TTR AFIR# D Z Ry #eh

+ A
b) Fusg Bl Bz ORI DPE ISR AP HE
B >12 mm

(C) Jmghr & Epor
(2) Ja A RE T AT FR

A s EBNYHA 251 2 I

B. o ®Bme » ARLAFRFACHFBARKRI ¥ - 5> &
< R BETRR IR D R JURANS R

C. % AR B RS

D. i3 45 » w5 # s X ¥ (cardiac mechanical assist
device, CMAD )

E. ,xp % H 44 ATTR B )%%E/;r}%mifé

2. Bk X

B AT H e - ﬁ'ff—;m& ’ nt%f;‘%,l& tafamidis ;>
(1) « £B/E T T NYHA :—E B IV
(2) #ex o BT AE
(3) t& » *ﬁ’iﬁﬁf‘#g‘ KE

3. A s
4 JFd $ ATTR-CM & 2 8721 5 5 (s en® AR (7 PBAR
[%Ed )

B ATTR-ACT #5% 2 % kg or i * tafamidis /5% 4p vt % &) > &5
0B fET M, T ?Fi}?aw&;li Afx o ®
B4 5T (KCCQ)2 6 A 45 (FEEH ™ G chip| £
¥ tafamidis (3 2 L B Efer £ & §2) -

B ATTR-CM & F »ceaff R0 0 FIb 3 A4R 0% «‘iﬁ”%g-‘)% E

B R % %7;»#; tafamidis * >t NYHA & & IV ~ & £ < 5
MRS A @ L » CMAD e 4 0 7R g % J5 4 4% %% tafamidis
iR BB AR Ry A F R

B CADTH 4 f tafamidis i & 7 3 "% 92%.1 i = A 22 ¥ o

PBAC (;&:')

R 109 & 7 0 o4 2R B A tafamidis * AL R
ATTR-CM -

[723%2d ]
Tafamidis enf@fk »c %k B3t P o0 et B0 % (Ao d o % B
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ol B3 Rk ok # &) o i ICER A4 7 Fenfp it o
D ERFRINOPRERTICER 3 33 VRS MBEERE L
BRAFETMEZEY 3 VAR MEE -
2R 110 # 3 7 5 pak oo W & & FH PR 3 (technology
appraisal guidance) - 97e #3r < %395 1 »d NICE : =% % R €
(appraisal committee )+ 109 & 10 ? # & sk 2 3% ~ 2 (final
appraisal document, FAD) ¥ tafamidis * **;>% ATTR-CM #p
B o728 NICE S B 77 4 FAD enp B3 Y 27
e FAD #-¢ 2_NICE & ;= 3F & 2 A # -

NICE (& &, )

:x ! CADTH % Canadian Agency for Drugs and Technologies in Health 4 £ + & 5.2 %ﬁﬁfﬁi;}i;ﬂ*—f;‘ ﬁﬁ’f#_m
pCODR % pan-Canadian Oncology Drug Review “4c £ + P # 1 & | 323 s FEhEER 0 2 2010 £ <
%% CADTH g v & > 4 & § §37 G ATEBES TRk ERE + A2 F
PBAC % Pharmaceutical Benefits Advisory Committee % &% 359 £ R € mﬁt, ;

NICE % National Institute for Health and Care Excellence B #i& & TR E & 4287 7 2 mﬂﬂ

d fe 3 ® NICE ¢ >+ % & 109 # 10 *» = 4 & % 3% ~ 2 (final appraisal document, FAD) » B # ]
BB P EFERIARY AR o MTHEFEFAD p F IFE Y o

FAD it sh 5 % 3% tafamidis * 055 97 4 4] & 3 12 ATTR-CM & & 5 4
[#&3%mEd )
W 5% ATTR-CM e § s o e B ehz 4 ATTR-CM 52 % ¥ 3 & - £ {2k
B ATTR-CM ¢ ¥R %8 R fio k@ s d L #3052 ang g o § 5 2 o Tafamidis
% - Bvé-4 ATTR-CM Ii'll%ﬂ\f’ié‘)?ﬁ’!é?w o
W sk ok E R A or tafamidis Apt & FAIT R D A2 Bon FARM AR B TRE 2T F
B7 R AW B ATTR-CM 5 4 § 573 0 2 % 1252 ATTR-CM B 2R e %
$BUE(NYHA Sk s 4 f 2 5 X 405 40810 &I Femsl v £ F 0
tafamidis o s 4 2R PR s AE N
B Tafamidis sh= &% H3-E 8 ** NICE - 4325 2 * F W NHS T A+ & mfﬂfl °
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[eg g i] FRP®TREL

FLEBL CHRZ A FERRRY cFEFPHTR L
FL 2L pH: AFL0E03 7 29 p
TEAE R L RS FRFRETEHA S RS ATE S ATERE GRS
o G G U R TR R A L # ok 1 A RehiE B ARAL o F R T
fo 2 38 % S A E R EESR S 2O HATHE F R PR TR R AR
REZ-BESEP IR Aﬁiﬁ'rﬂ‘ﬁﬂ%%ﬁﬁfﬁfé%}%' M A FEL L%
P (T ALY ) £ HFAARTIINE L HNE RS v FA AR TIY & i
B e F ('1": A ) i A2 %(T%%‘?fi:}iﬁ/‘ HiEkEd g EiFF
j\u.g P A2 B P RPN R AR EAGTEEL (NTHEAEL ) RS 2R
R R FRESSAPL T D0 e o B o iR L R AL
?*&‘Wﬁﬂ\iﬁ%wiﬁ@di’ﬁ Bk

ﬁﬁ%ﬁﬁ@ﬂﬂ£§%ﬁﬁ¢#m%%ﬁ%§&%ﬁ%?%$%&$a
S R AR RS RS AR AR TR B R AR
%%@aw@ NEART o T AR 2 TRR RS B AR A B
EE2p EslY SR FRARL R A R TeR FE i & @ s
% o

- A RISRRR

9k ’ﬁl% B SR T F ok A 2w vegs % (transthyretin-mediated
amyloid cardiomyopathy, ATTR-CM ) /it - #& . 54 0k % »t ¥ 5 ( cardiac
amyloidosis ) o « AT = T F g dp Fv FE bRt ek i A H R
R RS RERE LD G el kY TRIA SR PR e s
ek A R%TH% B AR R RS o AR 30 By T AP A
SRR S Tt SHURRGR T F R € kb R aEd PR TS
BTANE < I0A (A24F 95% ) s BREER P T F O ] A B IR B0 ds4é(light
chain amyloidosis, AL ) & @ #ﬂﬁ{% -9 (transthyretin amyloidosis, ATTR) 4%
Wi erslde[l, 2] -

) ;lMﬁi% 3-v (transthyretin, TTR) Lw AL % prealoumin > g ¥ FRT
{- Fpihie Fo BAE (tetramer) 1 & d 9z - e g > B d RINORR
PR RGIRAEREE AL T EL T ;—P”ﬁ‘\% z L4 f& (retinol, vitamin A) x ¢ &
el sy TTR AT 2 5231?5'14 B TTRAFIZG #2 2% FEidd
s FlE g TTR g3psadp > H 3o Foe B4 ;;f;i‘ % % 24 (dissociate) 3 7
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gg*g DA HEE i A ATTR-CM ~ U 04 e 40 (02 p gl i

A X e S % % (transthyretin amyloid polyneuropathy, ATTR-PN ) - ATTR
i TTR AFETHL REA 523 (hereditary ~ £ R %3] mutant) £ 27 4 4]
(wild type 4% % 4 senile) » #=x TTR A F]4# 2 R %id + D ATTR-CM 7 fLif
B ATTR-CM ~TTR AF A3 2 R %id + 0 ATTR-CM 7 .27 2 3] ATTR-CM
[1-3]

v 3 cnH 4 (monomer) > & @ A A4 gk (amyloid fibrils) >
T

7 A2 A A @ ATTR-CM > 4 e do— it 60 &1t o 5 dicdg
W70 fo KR A BAES Y il EY 5 251 35 & 5§ ATTR
’?;{{F% ) }]35 e g NILT R S FERRA 3 @ﬂ; T"J'W‘ﬁﬁ“% S PR SRR FERE
FPUE s i B (L& 5+ BB @t BBERE R 5 e
T s B f Lapstiy § Aot & % B (syncope or presyncope) ;g
ATTR B vt s 8 BT o5 o 4 F MR g wevgif o 1 3% (bilateral carpal
tunnel syndrome ) » 2+ 3R % % & ATTR-CM s 4 ern& ) gl > ¥ #h o s £ & & 5 °
F2 5% % & (spinal stenosis) ~ 3= = EgvusunEdr A 2 5 5 4 4Y ;ﬁr,—f%;nr%% ’ x’:a“_”fi’
AR E o B ATTR-CM #® % 4 3] ATTR-CM % % 13 7 3 144 ;}?ﬁ%[l
2] -

77 4 4] ATTR-CM g @ ATTR-CM { 5 ¥ - 2R B g chg (75 p %
PopE O RF AL L ¥ TEA %"vﬁ&%mf)ﬁs’\ ¢ ’ATTR-CM (7
Fh 13% - BREABRRF FREGEF L FRREE i LY
ATTR-CM e 75 4 16% ; it @1+ ATTR-CM #p % 5 £ » e 2 IR42:6 120 /&
TTRAFIRFHA > 2 AL B FREEFDRETF 77 F > b4 Val30Met % % &
FEEFT ~L s p AT FEFIT > oa Vall22lle % % £ Rz 2t
Pt B R AR R 5L 3.4% [2] P BP A - B 4 8 A g
ATTR-CM ¢ i# @ 1+ ATTR-CM e 7 5 J;ﬁ AHAY 4 15585 1911 4
FEFFAYF 3225144 s ‘fm, 438 @ ATTR-CM p % 354 7|
WARFELAGTRAREF L2 F AR PEY 0 ¥ i\lﬂﬁf—rmTTR )
% %2558 5 Ala97Ser [5] - ¥ & {81 % &> ATTR-CM g {7 F 5 #p ﬁ&“ﬁ%“?ﬁga?}f
P AR R~ 22 r RLETLE 2 AR RS A RT Y NinH EF A A F
[12]-

EZE ATTR-CM 2 6 > A &5 R 4 il hd ~ REARE S TR
2R RS R LT T S RATRAS T R o e R A L H R R

AR M TRAE R R L RA SRR ESF I AL 23 BERE QRS R REA
F- RN EFBREOLC R LA M TRk R R F R R 1 da D F e
S EHE R FREIE BB S BAe R R R Y s R F T B R
ERG
o A Bk B relative apical sparing of longitudinal strain p& > ¥« 58880 45 i F g e T E AT
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B e AT Bl vug S F e @ 0 B 0 PR & 4R 46 (cardiovascular

magnetic resonance, CMR) #3% 5 4% § HRI 2T 5 b L A Tk By Sl g 4
o IR B g AA Y AL s BTG T £ AV BB~ e S F R
P 4 (cardiac scintigraphy ) “&% & » ¢ a3y B kg ATTR-CM > # 7 38
— (T A TR R A B4 A ATTR-CM 238 i 14 ATTR-CM » % B %5 ¢
( American heart association, AHA ) & 3% e735 $70 A7 4o vitdk— #7157 [1] o

ATTR-CM ¥ & Mayo % st % B % sti% 1§ troponin T ~ NT-proBNP 2 eGFR
FHmBEEimLsH > 2 B EDATTR-CM 3 7 b eif (s » ® B ATTR-CM 7

ol Ben B S N2 & w AR (S A 2 [1] -

4= ATTR-CM 4 # 2 % #p |3 13

Mayo ~ # & st ® R AP RS
A 7% 4 4] ATTR-CM o7 4 Al @4 ATTR-CM

1. troponin T <0.05 ng/mL 1. NT-proBNP <3000 pg/mL

W 5 B ,
2. NT-proBNP <3000 pg/mL | 2. eGFR >45 mL/min

A =BT

- 2 Bk

66 i * 69.2  *

B oo ¥ # 3
581 FHesk

40 7 46.7 1B 7

TR ¥ ¥
S 2 F ek

i 20 i 7 24.1 i

Hier o F

45 B ¢ ATTR-CM, transthyretin amyloid cardiomyopathy; NT-proBNP, N-terminal pro-B-type
natriuretic peptide; eGFR, estimated glomerular filtration rate -

ATTR-CM 5% 3 & ¢ J2 4540w B2 45 T * ¥ (disease-specific) e

ATTR-CM 5 4 chs R > ¢ g B o - o FBEE T HHE
(ventricular assist device ) ; feZ 4 o384 » B i & HE L £ 3% 2511 A (loop
diuretics) 4~ furosemide ~ bumetanide - A 7 45 & ¢ Al re¥r&| (S -blocker)

2 F fedg R i i prFe 41 A (angiotensin-converting enzyme inhibitor, ACEI) ¥t
ATTR-CM 514z e % 285 §Teb 5 A HEA A > 9 2 3] ATTR-CM 5 4 — 4
Ty oA XIRE S EROCFHIEGEY > Ra o F R A RP U
A ATTRCM pre = - n ko o g Fla B R a3 0 7 b d vl @
1+ ATTR-CM }Iia A ’%:}?ﬁﬁ A AEI 4 A ATTR-CM £ 42 > FJt > deodk 23 &

BiEE R
© AU F % T AP B EE R 45-99m AR W ((Tc-99m-pyrophosphate, Tc-99m-PYP ) #k < %R
(uptake) Bz 8% o TC-99M-PYP # W%k el enfe RV A 5 032 3 £ 4% % 0% % 7 %
RF T B HARE R T SRR TR AR AR o
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FAEHCOR SRR 0 T A RSB EE Y o LB AR TTIR 4 AR
Wi RGP B ATTR-CM o 4 | PF§ &P L@ L ° 48 HR 3
B B RS EINA o N H R N IU e R X A R R
ATTR B 7 B Y o s 304 B> # 5% ATTR-CM 5 + [6] -

)
2
f

3 ATTR-CM s & & chin sy » #4842 1 & 24 2 W< %5 ¢ (American
Heart Association, AHA ) »t 2020 & % # 2. T ok it F g © B8 ok i
i [1] ~ w7 E ¢ (European society of cardiology, ESC) ** 2019 # 3 # 2

CoRRRE ROk T AT, [7]00 2 p A %EE € (Japanese circulation society,
JCS) »+ 2020 & 4 * 2 T AR E M F R D EE SR d50 8] -

AHA 2 35 s L 8 * £ B FDA Pt eng g & 0 8 5 3439505 4 L8
Fooum e SO A m s B 0T A )8 B ATTR-CM S (705 5 444
ARG HR A RT3 4 X @ ATTR-CM > 23k % TTR 48 4|
tafamidis ** < % B NYHA %59 2 11l o < 5 5 tafamidis & &5 R4t % 8
NYHA % & IV~ Bof 3 %5k % & T i 7 > (eGFR<25 mL/min/1.73m?) ¢
ATTR-CM i % § & o % A b pFj 8 @I ATTR-CM £ % 24 Sm % Y
J& & % TTR# 2 ;5% (transthyretin silencing therapy )% &4 patisiran £ inotersen -
Ko TS EERR BT ERY A B ATTR-CM & & 5 3 24 G %0
Ja 4 102 T4 AL ATTR-CM 5 4 o #4448 @42 ATTR-CM e P 5 3 040 s %
ot EF TTRETH S TTIREFBR SR BEHEST EEEL 2 T[] -

ESC fFiZ &4t ATTR-CM 5 5 & &7 i 7 & % suipfy # 5 ¢ fa4r4] TTR &
= ¢ patisiran ~ inotersen » & _TTR = F &Y 5 tafamidis ~ AG10 ~ diflunisal » 3%
7 ¥ A H AREA, 2 2 B B $ o EGCG (Epigallocatechin-3-gallate » 5 % % ¢ # 2
SR & w4 )0 'E Rk o0 doxycycline, TUDCA [tauroursodeoxycholic acid]
& Ep R L R B> © 3k 2 tafamidis #-¢ E_% - B A * 22 ATTR-CM
h¥E D AR R o F R A RRNYHA 251 2 1 HATTR-CM 5 4 o
Hi P I *ETH sk B 3Ed AB{F 2 W FDA 2 Y EMA FE o At
ATTR-CM [7]

JCS &5t @42 ATTR-CM 5 s & &2 3k inio i E 50 5 "FRH e & 5
tafamidis ; £ ¢ > SFRRHEE R 05 F ~ VIOM R #p 4 (FRE s 1€) >

¢ g 5EEs € (New York Heart Association, NYHA)«w % B2 o £ Ldgops 4 2§ SRS
U B N dpp A PHFER L IER W] RLFE ISR LRF P ¥ FE R ElOE
s B dpp A PFEEP RS I RLFRE P R E ¥ (kL B
B~ B IV dp A B AR ERER s ARLRET R NRER B R
2ok @ AEEE S FIEL R R s e i o

CEHB R ERER N RERTA L FR LA RF AL G P F ook Bk E s I f e
R 5 R LHE R st R & A st(lla B EEgE R R R B 7 o b 4
Bk Sk BRACIR B R LY AR AEE )

11/64



110BTD02005_Vyndamax

tafamidis PliEx * Yo T NYHA S I/l (ZFkE % 11a°) & NYHA & % Il
(ZRE 5 D) chp « 5 ¥ b s o 4 @5 ATTR-PN » 23k 4% - ¢ * tafamidis
& patisitan % 3 B E 5 (FRES ) EREY L0 F P4 tafamidis 3

£ X v JR- = -patisiran F & 2 %L R A A R e TTR A F1 R
RAL R ITFREARRE - msyﬁ%4yAﬁRCMﬁ@$L¢%ww
B iE 8 W5 tafamidis (* > NYHA Eia | & Il 223 % %5 lla~ * 22 NYHA
Fulll2Z®kEs5 s 1b) [8] - p &t tafamidis * + ATTR-CM 5 4 PF3%
4 iER s oo [9,10] -

S BRI REENARL KPR

7 r a4 G tafamidis 0 E_TTR uE &
FE I TTIR S ok (thyroxine) % &
‘ﬁ’%’&ﬁﬁﬁ%i$@ﬁﬁﬁ$ﬁﬂ

AEER2020# 77 31 Pl FHMFETZFEREST PR S
23 & d @ H%“]f‘\% B0 R U F R @ Y 2w I ¥
(transthyretin-mediated amyloid cardiomyopathy ) » 12 * f4.54,5% = 5 feww i F 5
Bfe o AXWERF LT G 2R RG (T FAERR) BHZGE R
ZREREHEE AFEEL IR AL TR ER S PR AR PR
o (PYP BIALAR> 2 %) FEY & & 7 ROR B SRR 1T F 8 - 0 Vo %
(ATTR-CM) 2 &5 4 > 2 ik 5Bt § (NYHA) R8s i 2 s 8
S i%z 0 ¥R E NT-proBNP>600 pg/mL # BNP>100 pg/mL /4 % = 3
PORER>I2mMm EiE R > 2P R g FPFARELE /p#u;rt .
DM NRE TR R RS RFEFTR ARF R RIS Ry 0
R B ARR AR

AL P ALY RFL B REL RIS 2 FE Y« (WHO Collaborating
Center for Drug Statistics Methodology) & [10] > & 17 & % % 7. tafamidis 2. ATC

#p B 5 NO7TXX08> 5 H @ 40 55 % su& 4 ( NO?XX other nervous system drugs ) °
ATC % 586 o>t NOTXX 4 %3 15 fa= » > xéfﬁ»*,,w b kG HE A ABE
APFEEFT R POL* 3 ATTR-CM -

B aEiigfine S8 2% T &, FhaEt 2 Ei R EFTHRE
%39 % F [11] > 4% ATTR-CM 12 Ttransthyretin | 17 2 i B Még 5 2 7305 >

f Tafamidis * 55 4 Som % (PN)0# £ 5 tafamidis meglumine 20 mg - # »ig i < 3ps % (CM)

i) § 5 tafamidis meglumine 80 mg -
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EGIFTRBE L TES LA RE L TA R FE2EFTH S AR
TEoh s ¥ - fEa A2 3V i Rogakds [ transthyretin 0% & 5 patisiran > 2% H
FERRE S T AR S 4 TTR (transthyretin) fos M0k 1 5 8 44 5
7 % (Familial Amyloidotic polyeuropathy) = 4 T % e s B & & "0 5 -
S s 4o g0 2% % ATTR-CM -

BF o 2% £ K AHA & p & JCS »t 2020 & 3 # 2_ o SR80k T F e 4P M
ieldpsl[l, 8] A m AL AR EES G AHIR SRR RLR (R
FNYHA & % | 3 1)engs 4 AN @ ']“iATTR-CM:},;s Aok ik g * tafamidis o

FE P ﬂ‘iﬁé‘yﬁ[&] b BT RS I F AP M TR o dp il I %
T ARFT M‘&fi’ﬂw fATTRCMf;,%M%%‘ﬁHWWJ
R Tt TR Ry S A S R RS (PYP BRER> 2 &)
FED w Y ;P“ﬁ‘c% -0 i\ﬁ;ﬁa‘fuﬂt-@‘}iws\mﬂmﬁﬁ% (ATTR-CM) z 13\-4‘1‘))%4 )
ikl gl ¢ (NYHA) & %505 i o % G %“:i“‘;,aiﬁJ 2_ &R o

AIFL LB R CADTH/pCODR ~PBAC % NICEL%)%%J#:’LIP Sy A £
ROEF R BTN ARG ﬂq‘a‘,'fﬁ’pglﬁvfi#if—rp‘s%:ﬂ?—*é
Cochrane/PubMed/Embase #p B ~ lﬁ’% s UBFfEA & Fﬁ T TR B2 R
AP wApMIEAA L 8% o

X ik FL P

CADTH/pCODR | 2020 % 2" 21 p 24

(4 %)

PBAC (i) 22020 % 70 22 o

NICE (= #) 1202137 5p 2k A3a0 1id NICE XL §

(appraisal committee ) >+ 2020 & 10 * & & ef ¥ 123k
~ % (final appraisal document, FAD) £ tafamidis * %75
B ATTR-CM #pBf » £ % 2% NICE > B2 ¥ %
FAD #hp % 4% 41 ¢ 2% & FAD :k:ug A_NICE & 5\ 3= 3%
22 fhit o
SMC (i) Fhfts=frdrd 1 2021 £ 3 7 5
pat - AmAphdRrd o o
Cochrane/PubMed/Embase = 2 % o
Lfé'ii—‘ﬁ:}!t@’i—i”%}ii 32021 &# 2% 9 p iz e

g
®
g
et
=l
S

)

13/64



110BTD02005_Vyndamax
L1 SMC 3 Scottish Medicines Consortium @ fif #4 4 | & 455 -
(- JCADTH/pCODR (4t £ + )

£4 & 74 R ¢ (Canadian Drug Expert Committee, CDEC) ** 2020
F %3 % 4 (common drug review, CDR) {8 2 — (> A R 4p i 2.
A0 B E BLEFIE ST [12]

NE SR

2R G tafamidis®# »ty5oR = A BF 4 A g 4 i #9:]1% 30 MR
¥ e 2w e % (transthyretin-mediated amyloid cardiomyopathy ) 14 "% 4
NS ? B L ?ﬁj%,_l_f;; IR A 2= e S | R | SN E

(1) Bheit » ige

A LU RORE B5 TRE T F i ¥ 2 v ® (ATTR-CM)

(@ ZEr 54 A ATTR-CM e e 11T fim

I g g B R o 0% ST $R5E R0 3 0 R A R >12 mm

1. ..%_E'_?j%“«*? " RET ROl T ( _ELY%‘«’F" ERERAE LR aF A i ”fjl NG
a%ﬁé~w>

V.G A s i B 5~ P8Ry & 72 B 72 SR e 8 v

B (precursor protein) % TTR
(b) Z4r 522 B ATTR-CM e FFé& 3 00T R

I-a%»m@%wwmﬂﬂéﬂ fimww@ i A
SO AR AR ORI DB SR AY T Y OREAE>L2mMm
NI feshor 2 Bom § s it (8T 5 adh Bode ~ 2 o A 5 0 8
o B )

B. s 4 B 5% 1T ATF B

(@ < %A NYHA £ 1 3 1l

9 4v £ % 74 e tafamidis £.7% & £ 5 Wndagel 0 tafamidis meglumine 20 mg 3 & & > ¥ i &
TE s e ¥ AT A AN @ ATTR-CM » 1078 Mow o 5 = Ffow b F B Ll > 23k en®

2% § 5% % 80 mg tafamidis meglumine » - x - %3 43F%E -
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(b) Fro®Bme > TRZEDFCRBEAIRT 5 - 50 &5 0 FBHDRER
Bl 7R AURASR

(C) W A= SHEA RS

(d) 2 *ﬁ fo~ B ER e £ (cardiac mechanical assist device, CMAD )

(€ ixF & * Hib &4t ATTR Az & iy i &

() Bt ¥ g

A gmc T e - R iR tafamidis i

(@ ~%mE 1T NYHA 2% IV
(b) FE= "’Qﬁi\‘ SERAS e 0 B
(C) tE» wHRIS I B £ R

(3) % i

o A kO d i ATTR-CM 2 25 878000 i 5% I FEE (T RAR

(4) Jy th i
BREE
2. Z=%Ed

(1) -8 ER ~ 5= P ek 2% (ATTRACT #5%) ¢ > #3523 @
12 ATTR-CM 5 ~ - & * tafamidis 80 mg ip 7 4p +- % &4 > 5530 B * {87 '
M= F g poARAPM O &% 30 B 7 5 o tafamidis 80 mg e 4p - %
BAes £ 5t 55 (69.3%vs. 57.1%)> ¥ &% 30 B * igidap 4 ¢ o
% [ v tafamidis 80 mg i § {5 Flw b Ao Ale( 395 £ 046 = vs.
034 =)o ¥ &% %'EAﬁf?ﬂgﬁﬁuﬂyﬁ%ﬁ%(meSQW
Cardiomyopathy Questionnaire, KCCQ) %4~ #c& Rl + B AP M 2 F 55
1B A1 6 4489 17 EEHE (6-minute walk test, BMWT ) & R[5 £ 4 i A2 & £
& 5% B om o tafamidis 80 mg e og % A e o B X R E ek £ £ H(KCCQ
;rrgﬁ/,,\g{ep Bho T3 T8 % 1354 6 A4 (FiEdrs ] T3 T iag

A e w 5-54.8 o7 2-1306 2% )e

(2) ATTR-CM & 3 »cenif (a5 0 Tt 5 A4 L5 7 Fspw G tafamidis

ﬂ’ﬂiﬂwm%mﬁW#m ﬁﬂ&%x%ﬂH%AﬁPCMﬁ@ib
2 RO e A -
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(3) AAHFE v % NYHA % IV m/ﬁa SRV SR (F =R LE N oA
o R R o AR EREE 0 2 AR R R E RN
BB AA A RIS R R o I BR 0 T kA
# tafamidis # v b igdt g 4 o

(4) B #& & e tafamidis % & = # - %g 20 mg tafamidis % 4 133.57 47> § & =
i¢ * 80 mg tafamidis p¥ » — % tafamidis 7= % & 534 4c 7 ~ - & tafamidis
e % 195,012 4e o395 CADTH & 374 47 B i 4% ) ch A3 tafamidis
AR d i L 4F R v & A b (incremental cost-utility ratio, ICUR )
kg T ’—4&%4\:—51" QALY Z i~ ’g’!’4436944cf"”"”L v AR E R U
R AR A f?a EBFRAFETM o ik CADTH & #74 47 » tafamidis
W F B E 92%2 2k B ICUR & # 4 — H = QALY =% 50,000 4c %t

3. SR

£-4t ATTR-CM 2 & £ 35 dhinf €5 254 3 ' - Diflunisal 5 - #2448
Fp% ) Lok 4 # (non-steroidal anti-inflammatory drug, NSAID ) > # 5 TTR &
A e H gk ”3:}7‘; RE P FFSRER S A £ ARFET 3 ATTR-CM |
SHER TS BRI T ¥ b @ ATTR-CM & ds 4 (<50 & ) KA
BHEEXTCIEFTHE A~ FEDIRY FRTEF ELEARY EFE
FE ¢ a5 ¢ 45 doxycycline & i tauroursodeoxycholic acid (TUDCA) ™ % & &
B4 (EGCG) @5 * 20 qpfkinfk o ¥ *t > 444 ATTR-CM < «;ﬁ:}fu_}?ﬁﬁ B et
Fiohe e B2 FE R BB LR E L LR LR a kR r - oD
B RBL o

g b ik o tafamidis #-:c R mF ATTR-CM 20058 H050 > = G v — 7 0%
ATTR-CM 7 5 & EoenE B 6181 R hE_ 3 ATTR-CM R} A & % tafamidis
EEEE I ER TSR FPRLFENE FESUE - S AN R
# B ATTR-PN » & 7 5y € L2 patisiran £¢ inotersen B 4575 % o

4 LR ETRTH
AR A RBPER BRI - HE D~ 5P e R A
% A PR TR 2%k ATTR-ACT » #4418 @12 & i 1] ATTR-CM 5 4 > vt 4

tafamidis &2 & G & 445 = FE e n F Ao L w o R AT

$3t ATTR-ACT 25% » £ | ¢ # 8 32if 40T

(1) 22k 4h P - tafamidis ‘2.¢r % G & e B & NT-proBNP &2 NYHA 3 & 111 5
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B T B P B A IR T & A e as 4 G . 9 NT-proBNP &

2 NYHA 2 Il 4 5 Bon < JHL em/w;ﬁj v § R E e

VU & 0 XA o ke I e NT-proBNP 22 NYHA % s 111 4 0 6] £ B 4
5%

L2 K
75T

/\‘

)
=~

<iF
>

| o
®F

(2) % /&&= ~ tafamidis 80 mg = ¢ tafamidis 80 mg & # 20 mg &4 %5 48% ~
64%£r 65.5% 5 + = = S 30 B dvEsk o X A e b 1{3’54 R
ARRFEAS (Z A NG 215% - 14%% 15%) 5 AT S A A A
B WRMAEST R Joodg RS F R Rondp iR S 2 TR A 0 R A
A AR BRI A %5?@“”’?" B R AR NRR AR
Mgt & porcdp Rt R 2 R iR 0 A2 Z B RY g R X A e R
Fenfrcdpths % o A3 H KT ».Ff:ﬂ,‘%%m[,ii A f,@;ﬁﬁu;\ﬁm]]% A ’*\m )
% 35 M 40 & o pdp - KCCQ & 6MWT i 12 tafamidis e geif - ¥ 7h » &4
15 B 4 & R g iR 2 4R R PR o R #”fﬂ MR A g RLURER
Fa MU A R .

() ¥ 5t (% FHlet 6% - tafamidis 80 mg ‘e 8%) *tidsdy B @& * &
HAEFNEH B o AT S PR TR L % diflunisal 2 3 %_NSAID >
TR E A A N f' Ao~ R & 2R AT o d 20RO T R 4
PERBELER R AT EL AR Rp LR NR% -

(4) ATTR-ACT #52% 2 RIERR N A Au—:”i_&_g:.ﬁ,p o NYHA 21 3
1 = 4 » 3¢ NYHA 2% | &5 10%1};3/\ s NYHA % 2 11 22 111 B A %] 5

$ 60%% 30% 4 ;K 75%q 5 4 5 ¥4 3] ATTR-CM 25%;,;; L@
ATTR-CM » ® if @ 4+ ATTR-CM :;[;a A &ﬂ: L TTR AT 2 %44 5 V142l
B V1221 - 5358 Rk ?m%\ 7 ATTR-ACT 5% ¥ rm,% A &«— Tk R
FIedp i B WAt F LY B3 90% ) 4 5 B 4 3] ATTR-CM -

(5) ATTR-ACT 3¢5 ehi & J »edp 4 47 24 tafamidis 80 mg & # 20 mg ‘e 4p vt
LA > Ra o AR E B e £ 4 2 3% (Health Canada) +
2_ tafamidis 80 mg > iz #75 &-%F tafamidis 80 mg 4 47325 F R 4L 0 d AR
Bl F B F4¥ tafamidis 80 mg kit A 47 %% 0 W3 444 tafamidis 80 mg
& 20 mg i3, - 7 tafamidis 80 mg & & 20 mg ;EL" I PR EES e 4

i * tafamidis 20 mg > FHH T - 1 & frcdpih4 4.5 % & tafamidis 80 mg

# 20 mg 22 tafamidis 80 mg R E - Rt o

W A

P
5. —‘,E!I'L’!J

ek

&2

(1) @893 ) ATTR-CM 2 857 & & [P il 3od HRiRl > P24 4 2
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BERR - AR R EFRET

(2) NYHA % & s & i i o Tg}%%&émfﬁf—’ﬁlj:&;, TPk ke A R
FEHRET P FEdg Np 4 KINYHA T2l 2 B 5 NYHAEli S \VARS

SPARFET R A TR d D ESERAER b TR A EEY
CDEC iz 5 tafamidis «rpd 7382 581w ¢ #1297 4 4] ATTR-CM B 7 F i 3 MR &
rEnATA AR R E S oo B ovinf VIR 0 T € TlEAn M P Uik R enie v
Ea BRBERE LT R o CDEC » & P44 & AR Lt ’«W:ﬁﬁ
R4 ML RS A

(3) ¥+ 4 4] ATTR-CM e 7 % R 4v > ¥ Ay I H ¥ 4k i - Tafamidis
5p

6. 4 LB

BARAEM (A FAARBES T L £ AARR TR L BHELE
)V EA T oIRGB ITERR A R TR mfr%,& PHERFELEEFT 2 ATTR
EREMN FBEY o A tafamidis DR o £ ATTR-CM £ 8 20558 0 &

3]

TG (86%) g 4 BB E Ao A LW Y e E I
Mo o FiT- L (50%3 54% ) m[,ii A TR i * s AR B 7r7§f§‘¢#ﬂ-§r‘f ff(/ﬁfl .
amiodarone ~ warfarin % ; = A 2 - ¢ 4 § @ * diflunisal 5 %5 2 4 &7 F &

FHAL S BRA o H A AT IRG IeR ¢ IR AL &k ook o] o g 4
A%’\@]W#ﬂ ! tafamidis ¥ kS BE R ¥ - a?;ﬁ“,&%:}i#mﬁ;ﬁfﬂ s R TR A
SR~ A i?ﬁggW%ﬁﬂ%‘F%?ﬁﬁ4; FREARLARE
o bl d Frem Em A P - pihd Y ’@El#éii{%ﬂui\w&; °

(=) PBAC (&)

R A 3% (Department of Health) % 5% 354 R ¢ (Pharmaceutical
Benefits Advisory Committee, PBAC ) *+ 2020 & 7 * =2 - (22 X Zph 2.3 &1
L ERP 40T [13]

RE YL

7 123k %+ tafamidis 61 mg # £ * ++;5 % ATTR-CM o

iR % 4§ 12k (Therapeutic Goods Administration, TGA) % /& &0 tafamidis ¢ 327 & &
Wyndamax & tafamldls 61 mg(st =t ¥ 2 E&E)EFE & - 5 Vyndagel - tafamidis meglumine
20mg s & 78 & IS T R A5k 2 A IF 4 A g @ ]“* ATTR-CM - # ¢ » — 3f 61 mg Vyndamax
(tafamidis) ™% % £ = %f 20 mg Vandagel = 80 mg VWyndagel (tafamidis meglumine) *% & 2 4 4 4p
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2. ZFREA

4 f ¢k 2 tafamidis g sc % B0 P A PR AR (% % ATTR-CM s
Fedos R Bfe/R e B2 2 ER) KA 0 A f BRI Ak @
(incremental cost-effectiveness ratio, ICER ) A4 ¥ F izt ¥ ’é_}@ i’t L enip
RTICERB 32 74 ¥4 B ¢3i tafamidis - e B L2 8 & 2
FEEME LY T M o

3. %4 &

1) mm % 0 e L 454 ATTR-CM ik dovs 3 2Bfo/ &8 3 B2 1808 0
¥5o 40 ¢ 2 tafamidis £5 - B7 2444 ATTR-CM 5 s & & 55 e
&0 B ;175 H ERw % RS SR, g2 g ATTR-CM 5
FEM O T i £ ATTR-CM ik 2 R E S5 8 h3d 5
& ATTR-CM ek in% ¢ o tafamidis € & iR B nh E L H R * o

(2) i # 2 e ATTR-CM et i 3 54 YR R+ 03780 I i )
Mo o B fm 0 @ R RLPIRA S e 2 FERE .

B) mp#Z2 wHE#ET LA fE ATTR-CM }?r,— A EHR )J% rE LR N e
dNETHIRAHF > R ELRNRALI N L - L | LRI R
~ﬁﬁm £E < L ATTRCM B tchicf » 3% 3 % LT 4 e 5 48
(bridge-to-transplant ) ¢ ¥ 1&xf ( destination therapy - 4p 7 £ 3% < < %A% 42
KRR ‘L%j’éﬁ"@ﬂ'\‘»‘“ﬁ%}ﬂ)’ B A AEHRF AL DR o FE PiE o 4
Rgaen#ip o B iR R0 53 moh L g meh e

4 LR gEETA

BB RN E R - X R G EHR IO A IRTRE R
ATTR-ACT » #4558 iR B BT 4R AP v 39 R A>12 mm ~ FHF
X §: 482, ATTR-CM 5 4 » o+ & tafamidis meglumine & & ATTR-CM i - 3F s
e Epir ATTR-CM R inf a8 = SR wd F A /K amR> 6

R %z ATTR-ACT @B is B N irE = H L
tafamidis meglumme 20 mg 2 80 mg % > e 3 B3461045 5 Xm > d Y
B3461045 2 FA Y XLF KR T LG e F A2 JF% =SV Rl B &

lp°
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3 ATTR-ACT 8% > £ f ¢ #H T 40T

(1) ATTR-ACT #% ¥ e ‘“EJ#F% (ERE - L
2 tafamidis 20 mg ‘=% ﬁ LR d R
30.5% ~ 21.6%#2 15.9% ; K™ »

I’U

A-I'

&%) e 4p vt tafamidis 80 mg ‘e
ERRE - RO U DA

ARSI F 0B AT AR o vedn 15
s Ao FEAT AR L EE A & focdp i

-

5 pF o Jl"m)a #‘}z&fgﬁ ,}
éé‘%é}%"’r%\ﬁ‘["o

(2) ATTR-ACT 3k 40 » 11 i P g &
AR EALTIREHRY AR P RFRY
gy 7 % 1138 ATTR-CM 5 4 o

T4 38 @ ATTR-CM s <
587 ATTR-CM 5 4 » it § @4h 4 #

(3) ATTR-ACT #5% ¥ ic 7 £ # Mk £ > tafamidis 20 mg ‘= ¢2 tafamidis 80 mg &
ook & F A e

FaCs o e 4 Bt NYHA 5 Il Rk 2 w R B> = %
NYHA % & Il m}ﬁa Al e wl A 26.1% ~ 31.3%#7 35.6% ; ¥ oA R EH
%A B 4 1% tafamidis -

(4) ATTR-ACT 325 © o choe g o i@ A PFAY T 7 B85 2 it

A. = EE L 3R T NYHA & %7 0 80 9wl g & %]+ (effect modifier )
d >t 4 NYHA % % |l eh=x %%+ 4 $7 ¢ > tafamidis 4p +* = El"’*'ﬂ € B 4o Gfr

PR E T R ERFLR RGP R AR LFER

7]t > PBAC 3%
PR A

O p A BT NYHA 25 011 ﬁ‘ﬂ.‘%% R A

B. ATTR-ACT #&% ¥ i 4 NYHA St A TARFRENTPEG X

“ R FERN > L ad ATTR-CM B8 1 5 48P > v i § 5 15

NYHA % & i <2 % Bt o

C. PBAC it £, 5l 4 & & e = b "M % Tl 235 NYHA ¥ 57 TTR 4
A (A i) B 7 GayéﬁAﬂRCMﬁkﬁﬁﬁa
R 2R EAR B Flt o tafamidis e FonE GBI Op 4

X 4T o
5, #w ¥ ¢ &g
(1) % B ¢33

;f%%tﬁmmdbﬁﬂﬂﬁwﬁiEéb%fATﬂ%ACTiﬁﬁ&ﬁ%7~ﬁiﬁ%ﬁ$
o AR ARAT v R B NYHA S5 11 Il &3 APz ?

% 5 R >12 mm > g»:}ékﬂ,ﬁ% eGFR<25 mL/min/1.73m? S A T s REHEE T
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NYHA % 5 IV~ 325 R FRS I 0 w3 ER P B 2 7 o

(2) ATTR-CM #7enz 70N 217 % e s F o I > %6 @ 27 A4
&5 eh ATTR-CM s A P8k > Pt B RG A R4 3 & ,é *
tafamidis » FE P € < FFH{ 4o @ * LIRS S BT R o

6. i 4 prEk

7];3 i s ATTR-CM B w0 crj 5 35 78 40§ 4% ‘f"/\’ﬁ 49;”7}%”}5 B R AR
g 4 R E Smm B FRB R né«ikﬂ# Tz ATTR-CM 2 2 i
ﬁ#ﬁr“ﬁ'ﬂl—’fﬁ&*f&%gﬁ:iﬁ;”‘ﬁ ARETEARPFAEF N TR F AT
Rl E G ATTR-CM pr o LG Rk R4 S im PR s § 5 2 & F F o
X ﬁ F] B Iﬁag,ﬁ* 4 43255 - @& * i tafamidis = ATTR-CM 5 ¢ % o1 ¢t
BRVA KL f LA ERT -

() NICE (& &)

2021 # 3 * 5 p > NICE # F 4 » M43 tafamidis |, & 73%F > NICE &
AR FE A2 HEL G - d kL A € (appraisal committee )
%2020 & 10 * B § i KR e 2 (flnal appraisal document, FAD ) £2 tafamidis
* Lk ATTR-CM 4p k> 72 32 2 % NICE > 82 ™ ¥ $ FAD ehp 7 3 41 ¢
7 fe FAD #-¢ £ _NICE I ;=15 4% pwzé& HAFLEEEPN G ELT[14]

Y I

7 ik 4% tafamidis' 225 97 2 A1 B ATTR-CM & & 5 4 o
2. ZEixEd

ATTR-CM § ¥ 5 e 3B fe i 2 e i 34 451 2 chif s sop 4 § 2o
¥ %4 ATTR-CM zahe 4 s > @ B ¥ ATTR-CM 2 982 2 & - f

{2k PpERT o

Tafamidis #_% - B ¥ 1244 ATTR-CM 3% T RE LB o KA ?}%1% 3
B gy kg or tafamidis Ap vt & FARIT v 2 B F AR Fﬁ:? Nife s XA o

' M 5 7 5 7R (electronic medicines compendium, emc) o tafamidis 3 R4k 1A
R ¢ R & - & VWndagel 20 mg srtafamidis meglumine(4p § *% 12.2 mg tafamidis) 4 2 7 &
# % Wndagel 61 mg = tafamidis(4p § >+ tafamidis meglumine 80 mg) ; # # > Wndagel 20 mg
H5 7 i sk & ATTR-PN ~ Wndagel 61 mg 735 7 if ok 5 ATTR-CM (& = 3% 5.38) o
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ks w3 FAE &Y Y5 ATTR-CM 5 4 F 913 > @ & 0 % Rl
ATTR-CM ﬁg;ﬂ’ﬁ_r_}im" ;z- P ]}%K"_’r’} ) rﬂl}(‘ ’EF"'{/F q_\mjf": ﬂ’lfﬁ‘gi;f’&

tafamidis 12 % =iz & P E_F R & * tafamidis -

Tafamidis = A% 22 @3> NICE - 4335 # % # RF X & B IR+
( National Health Service, NHS) # p T R DR 0 d TG e 2 A
tafamidis ¥ 12 b B ¥TaE o 4 2 Fr g B % tafamidis {6 H % T o af ﬁ“ 5 A o

w
\\\?{Ir

&

LR ¢4 2L ATTR-CM 5 ¢ & 8 § PN st b fe> » & ATTR-PN 7 * chi
&4 inotersen £ patisiran A & ATTR-CM 35 4 i& {73565 > £ 4v b o BT ’”-’-’%%% il
Wi R A FRGUL Y S Y HATTR-CM s 4 SR E B L 2094
HRL B GAEEREELGIELT R

4 AR gR TR

1 ¢ :=h tafamidis cp o oc@ A kA S TR 0 A B A5 30 B -
B P R AR RER ATTR-ACT 2 H 2 ¥ ;8% » ATTR-ACT 25 = 5
S E T4 AN @ ATTR-CM 2w % 3B NYHA 251 3 g+ @& * tafamidis
i csr & 2 ATTR-ACT 2t # 325 Pl £ - B 1 ey BN v a9 g
o~ ATTR-ACT @5 ¥ e 4 2 K %27 ATTR-ACT 5k ch 8l s ATTR-CM s 4 «
4 R ¢ ¥ ATTR-ACT 5% cigh it 4o ™

(1) sk P i B B scdn B2 0 B B 45 % > % 30 B 2 & > tafamidis
R FRTREF N oL FAPM S son FAPM AR E BEa 4 P iI(R
* 6MWT 3= ) > I R tafamidis #% F# { 5 § 7%

(2) = m=H e 474 % > tafamidis 4p - = El"*fl | ti8 @ % ATTR-CM 5 4 E\ .
o FARM AR R AERIE D EF LR tafamidis Ap v F A o B
NYHA % 2 [1l hATTR-CM s + fa i B 7 B mnti,.‘n R g ? "
Btk s Am o Be= R A 175 % Bon tafamidis A% R o Vi B

ARERIL > A ICRHAIAR ¢ R AR R LAY R RS > L
WAEFRENUXFEHELSP LS KRB HE R o

(3) ATTR-ACT 3#5 it * KCCQ ~ EQ-5D-3L # EQ-5D AL #7+t & 4 % 3
FRAFBET LR § A tafamidis 4 X FHT FE R L FES
i o

(4) ATTR-ACT 3#5k @ H1R7 L # e e AR RSB » & > 2 tafamidis =
FTROFAEESF L > RPEAKE S LFEF A G FH RS
4 F €5 tafamidis - &R E L 2 ¥ T 2F AR o
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b
5. —,‘E—il*’ 3

ek

&2

(1) 4 ++ ATTR-CM %% 5 % » £ 3 & ATTR-CM ® NYHA & | & 2 1 2 4
S F I A 0 B 0 7 R e Y R LE 6 @ ATTR-CM £
;/;;Iga LB e o

(2) & * NYHA % &;

Pl ATTR-CM 55 4 5 i e £ 42 & § #F*24] > 4 *> NYHA
i&%E%Aﬁifi BTl o e H BT w22 ATTR-CM 5 o5 8

| & o fEdF s 4 ¥ X & tafamidis s SREp R A R R R ATTR-ACT 2%
PRR e g AR W AR T NYHA £ 52 R ATTR-CM f €
AR e

(3) Tafamidis 4 % /& i e 8% 8 ATTR-CM s 4 » i2F "L B 4ai * 223 1
g AR N > Bt tafamidis chpE s G £ 5% A
/& e tafamidis 2 iz 4% 5 B 4o i@ * 3 ATTR-CM A AR (LA 178 % EF % 77
F A BNYHA 2l gizmep 5804 7 i 2 § % F ¢ tafamidis ;
Aieab @R IRL 5 FRUIT R R @ * tafamidis i i > d 3 ATTR-CM It
mfﬁifi?? A NYHA Z2% 1l 2 IV F % “NYHAéﬁ‘&IVm}% S H s F
RpmEE FE LA R EHEENYHA Z o fmane Ky U
i * tafamidis 7 #7% "L %L B ¢ 7 € % B NYHA % & 1% 5 % %_tafamidis
Bdeid * Bim k@ % g i o

6. 7 ¢ BLE
T 4 BEg:2 5 tafamidis ¥ ATTR-CM B wmri— 5% > B o4 » %%

1o 32 %H tafamidis & 7 &0 ATTR-CM AL drenpr fF > 2 A 5 H 2
TT 2 % B AR ATTR-CM (L & -

(1) SMC (&# )

2021 & 3 % 5 p 3t SMC 4 F 4& » M43 Mafamidis | e i740% » 13 &
BARAPM RS -

2. T FHAEANM 2

23/64



110BTD02005_Vyndamax

(1) #5722
#3F 4 * 2t 40F Cochrane/PubMed/Embase % + FALE 2. = j2 3P 4o
71T 7| PICOS b #0F (14 o THOF 5 & A ERATEL A T L4

¥ (population) ~ i > /£ (intervention ) ~ % »c ¥ P& & (comparator ) ~ & »<ip]
£ 4p 1% (outcome) % 773 K 3-8 = 2 (study design) » H #0%F i i* 4o ©

Population TR Bed SRR TF R 2 s T
(ATTR-CM)

Intervention tafamidis

Comparator AT

Outcome B

r\.

F (all-cause mortality) ~ « o B B =
&?ﬁ@“h‘wﬁﬁwiwﬂ%‘%%ﬁ%

ié%? € >t

Study design R R BT AL L AT SRS R RS

i fe it 2 PICOS - i 4§ Cochrane/PubMed/Embase % < e AL & » »+ 2021
#3710 p » 2 "tafamadis ; %2 " transthyretin amyloid cardlomyopathyJ s B
EFEFIE - F LGRS .

(2) &%

AL IET S ?‘*ﬂﬁ %15+ wt B 4EF 0 3> Cochrane Library & 1 &
Cochrane review » 183% W BEMEAT 7 g Bdf 33 ROE MR P 5 8 A S e
(familial amyloid polyneuropathies, FAP )7 % i * & 38 4+ 445 s & £ 0 B 5 eh
R TRIBEMIE B RERTREET B AR~ 24FEL P 53 PubMed
g Embase » % F & 35 £ 16 £ o > LA FEPALToE & R 6 iE o gi
EA P EARAAE BHEER 6K ﬁ " 5 Ry =2k p tafamidis
e Bk d% ATTR-ACT (15 ) 2 24pk 247 (4% ) ¥ 1 5 5 ATTR-ACT
wekE B e ¥ 73 (long-term extension, LTE) -

MTRE B R R 2 0 T ATTR-ACT R XL Flicd e
PSRt T 5 % ATTR-ACT 2% L Pt ¥ 7 R34 & Fihcd » -
AR SR ERAcA - 5 Vb AR kY rZ R L tafamidis 61 mg 0 k-
ATTR-ACT gk ¥ g2 A % ¢ ’ﬁ—é%pr E 4 4p % 142 tafamidis meglumine 80 mg ‘&

AR E A TR Y Bk B e > BEEAR R U RN TP TR
tafamidis ( # 4& tafamidis 80 mg ¥ tafamidis 20 mg ) ip s % tafamidis
meglumine -
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A. Tafamidis Treatment for Patients with Transthyretin Amyloid Cardiomyopathy
(ATTR-ACT #5% ) [15]

(3 B
Fing @M 4 A ATTR-CM i ko H tafamidis 2. rcr & >4 o
(b) i 4 ¥

Lo~ 44 gl PEY KRB AL R B R A 2
ATTR-CM i b “E 4% 4 %o tafamidis &5 264 4 (tafamidis80mg 7 176 * >
tafamidis 20 mg % 88 4 )~ % F#le 3 177 £ > A 2o uF 173 4 (655%) &
85 4 (48%) = = % #p 30 B ¥ erzgzkl o Tafamidis = % Fa e w4 i IoE#
Au G TAD BE TAL 5w F B NYHA & 50| s 40 5 a2 A w5 9.1%
82 73% 3953 10% > @ < 2B NYHA % 11 1l s A vk B & tafamidis e
» 61.4% ~29.5% > &% | e Rl 5 57.1% ~ 35.6% 5 p r ey A S HG T 9
Ao 2 T6%:hup 4 B4 4] ATTR-CM ~ 24%0) >t d @42 ATTR-CM -
Tafamidis e 27 % &) e B ek A g« RT fr o v & J & eqpt tafamidis 5
jnrg e 35 NT-proBNP & (3161.0 pg/mL vs 2995.9 pg/mL ) ~ #&§ +* &] 7 NYHA

B Il % (35.6% vs 29.5% ) - Tafamidis ‘e 22 % &) s 4 hidse F T35
#:M e endp w5 240 B P 22 220 B2~ g%fvijtt 80014 ¥ e A vt B A
B 5 97.2% 97% o ¥ ¢F > Hox g @4 ATTR-CM }?5 Ak ASTTR A %%
% & 45 Vall22lle ~ Thr60Ala &2 1le68Leu -

(©) 2 & frocdn it ®

A% 30 B 1 pF > tafamidis 24 186 4 FiE (70.5%) -~ & A 2R 101 <
wiE (57.1%) 2 &% 30 @ 7 v 3 a4 ¢ o tafamidis & 4 & E T o0 g
AP B APt B F# e (0.3 =t vs 0.46 = ) ; 1345 Finkelstein-Schoenfeld
A& A 4787 > tafamidis feqpit X FAE > AR FE ol FAAMAKRES
F gt P - B —‘F"ffl S8 e A R (p=0.0006) %5 F (win ratio -

I gk 7 ?3 AR E DR R E 2 5% & (intention-to-treat, ITT) A 4582 % 2%
ST O ST SRS A R A 0 ST SRS A R A HF 4 1 0 - Al tafamidis &
FRAB O THELI - AP RIER I FEREHE ARG

K ATTR-ACT @5k i & & {7358 1% & o Finkelstein-Schoenfeld 4 47 = 2 » t R R
nm;ﬁ/\ - - RHEETTIRAFLE ] RE2 NYHA % &8 112 1 fegd) & 2t di
6)[33&m S EEAE oAvEEEL PR - H)Bl‘ﬁ'&ﬁ}]’;‘sk uﬂ_’?;fﬁf’ﬁ@ll)’m{@%}b;i—
B pe ek 4'4“%7 B+l enk B & & R R B-ldhm o bldeo % 30 B 7 PRt g 4
P - R ,"T,—Fa,rf— AFe= o ,;,—Fa—‘k/,,gt +1~ 5= —%‘/’a\ﬂiq Sl B A ARG SR ECD Ak A

P f
P+l kiRt 4“/\&1 ﬁxw;ﬁ‘/r%‘ EEERE R L }l%"\ EEZAE ST A R T L
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ip tde X tafamidis 25X % J A B Blp A fedtipr gk ¢ o X tafamidis
A g z’ﬁﬁi:féj“f RIF N fa‘f;’“]}ﬁs Amsdiangc® ) 5 1.695 (95% CI 1.255 %
2.289) -

1295 Cox i Eﬁ:‘/} +7 &g 1 o tafamidis fe k% v = F % F# e 1 (hazard ratio=
0.70, 95% C1 0.51 = 0.96) ; /p +>ix fiff (poisson regression ) 4~ 47 &+ - tafamidis
s n ¥ AP M A f S i (relative risk ratio= 0.68, 95% C1 0.56 = 0.81) -

(d) M 4= & oy 5 &

A6 o4 AR e o K AH TR 30 B2 it tafamidis = % FR
fp eI IR o b > e & A e4p vt tafamidis fe g E R D # F (-89.7 o 7 vs,
306 2%, WS )T T8 7568 2 <! 950 Cl57.6 % 93.8)-

RS e % R 8 (Kansas City Cardiomyopathy Questionnaire, KCCQ )
B s B> o 0 KCCQ A Bk i & 7 Ry kAR E ™ > KA I % 30 B ? a4
i o tafamidis 2 = FA 2T 5L B b o k& A e 4p e tafamidis
BER O S(-146 4 vs. -39 4, B A T Timx B 1365 4 ! 95% Cl19.5
1178)-

(e) H s Ry i#ﬂf—r‘a%

3 LR R ¢ 2 NT-ProBNP 87 — & o Sohg S o i« B
NT-proBNP = 58 4 3= 25 = 5 »tafamidis 222 % &3 %2t % 30 i * e7NT-proBNP
BRI H e 0 A o 1 tafamidis i de b (BRI E) T T G
-2180.54, 95% CI -3326.14 % -1034.95) ; fewigdz Bl % &> 5 - tafamidis &
AP & A AR 8 Bicid ¢ 54w %35 (global longitudinal strain) ~ = & % 475k
AP FPORERE S ZCRFRBELEE e RHNLFE AT H 30 B
SEE AR EET RN

() 2 & Foedy Bz 3 & B B3 AT %

ALyt es 4 ’*‘J ATTR-CM 5 4 > tafamidis & Apt % A 2% 30 B2 FF R
?:I/;‘a AFgEs P A% 30B 2 ,;,rm«@ AR R e #Er’g,é Are (&5
= Fged g #B ﬁa? iFe & & & 472 Finkelstein-Schoenfeld [F-S] p £=0.0009 ) ; 4*
¥:3 @ ATTR-CM B h o tafamidis & Apt % @A 2% 30 B2 pFF RS i A

' 3278 ATTR-CM A2 6BMWT 22 KCCQ & #E » #cend | f2/k £ & £ 2 (minimum clinically
important difference, MCID) &% * 4 P Fx T % » 2 %3 & % "‘?7/',% L BMWT & KCCQ % #8 4 #c2.
MCID 4 %] % 43 &= 22 57 & » 2% tafamldls 2% J A e B BMWT & KCCQ &4 4 i 8
&5 75.68 = = 22 1365 4 K TRk £ & 4 &> 4 3% tafamidis * * ATTR-CM o 4 £ #<[10] -
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ERCI A VI T”?T'ac‘)—éév’ﬂrfga SR S e %‘ifﬁf‘a«? A (M= 58
s g AR M G & E 4452 F-Sp E£=0.3001) -

&4fi¢ * tafamidis 80 mg = £ - tafamidis 80 mg e Ap it & R A e Ap X R
et d 0B FFRIFAFF D AR 0B T irEap LY o RS
“ﬂfﬁﬁﬁtﬂm &?*>‘ﬁ~ﬁu§w%tu%€ﬁ@ﬁaaFSpﬁzomB>u%%
i * tafamidis 20 mg = + - tafamidis 20 mg e 4p vt & F A e 5 30 B 7 pr
BGpmAaE o 2 s 0B miaEayp LYo pm/mmnﬁﬁ%uh B
= Feren FARM RS B A 472 F-Sp £=0.0048) -

430 AL 8 NYHA 2 % U1 g 4o tafamidis 2 4p- = E# 2% 30 B
PRI A FE D AR 30 B mEayp LY o G e fm»‘m*gifﬁfaé =R
e (- Fawn gAAMBAIREE 72 F-S p #=0.0005) ; 4-¥t>> L Hp P
NYHA % & NIl g5 4 o tafamidis e qpt % e % 30 B 7 Py A i 1;;;
ATgE o Ra o e m¢m~l?w%nh(ﬁv~L;w%nrA&wwb
% 76.9%% 58.7% %5 = Fwn gApM A s B A 472 F-Sp =0.7819)™ -

(0) % 24L5 %

Tafamidis & % @& cng 2T LG ERALKRDLE o BT 45
Ao A 10— &2 A% (tafamidis 98.5%’ K% 98.9% ) &% Lehd 2
FEERAEGCFAAMB RS o kBB STE ST EAM AR TR
RS E oo F| R OLE ¢ BT a R ot ) A tafamidis et & FA e A w L 21.2%
22 288% ~ F1* A F iR MEHK AL GIR) A W 5 6.4%2 6.2% 0 F1H L E 2R
HERApE A F L (tafamidis 22 X > T EHE 4 L ) Fu|biichr A E E P
)q»wﬁué it [Rex A tafamidis e g2z JA e 4 ant b4 B 5 8.3%%£ 10.7% -

(h) s

4t ATTR-CM rfﬁa A s tafamidis 4p = AT LR D B FH o ? Ap B
G » 7 457 a0 }EEJﬁi/’ér%?"f"%ﬂ"

B. Extrapolation of Survival Benefits in Patients with Transthyretin Amyloid
Cardiomyopathy Receiving Tafamidis: Analysis of the Tafamidis in Transthyretin

M o E S p TR 24 2 tafamidis o B 4 47 4F 4 (European public assessment report, EPAR)#% % i
+ tafamidis jeAp i & &) G B F (Poisson i jF 4 47)8% 5w B AR M AP enT i R FIALG
tafamidis % E R A ® B :f,ia;}% 5 NYHA & & Il enfF25™ %E-E’z:}iia AR AR i ¥4
# 2 tafamidis & NYHA % % Il i b ApL & B& G s wn §Aph - 0484 (51.3% vs
49.2%) > it s NYHA % s Il s & 7 40 & ¢ * tafamidis # & 9 4 #J16] -
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Cardiomyopathy Clinical Trial [17]
@ pen

& ATTR-ACT #2%® iz ia &~ 1781 0 4% ATTR-CM )]% A > tafamidis 4p
Wk AT R L 30%5 7 F RG0S BeY AER P T A A
% 30 B 7 pF > tafamidis w7 % {A 24w F 70.5% 57.1%.15 3% ) "
e R E B R o Ft o B 2y i 30 B
ATTR-ACT & 16 > tafamidis 4p v* &% &35 2 & g3tk o

(b) & %

Gamma & F #iE 5 B & F e g enied) @ tafamidis 22 % R AIeg o B
4 o 8 tafamidis e en? > HcERE A 5 52.63 B P & FA ey RS
=¥ 5 3516 B (eF AR 1748 B )-

(c) &

e p ATTR-ACT 3k cnehde 378 A 47 T AL E - o5 L #F tafamidis # 3¢
ATTR-CM }%,‘ A ey A o e d AL A\ﬁ”ﬁ B3] FIMRR S EPRFET R -

C. Impact of Tafamidis on Health-Related Quality of Life in Patients With
Transthyretin Amyloid Cardiomyopathy (from the Tafamidis in Transthyretin
Cardiomyopathy Clinical Trial)[18]

@ pen

& ATTR-ACT 35 ® > 4% ATTR-CM 5 * - tafamidis 4p - % 3|7 ot
KCCQ & #4 4 # (KCCQ-overall summary score) g » 8@ KCCQ #_4 6
Bow & RS ] s 2R O S FIEARR )~ R AR TR ~ p Aok
AR EEEAE PR UG e Flpt o Rk KCCQ & 7 I oo 4 Bil (7 4 47
T H e b ATTR-ACT s ? + § AR BRI % ¢ p %% » #34 tafamidis
ATTR-CM 75 4 & & 4 8 Rl ik B fidp Hheefoic ke o

(b) %
4% 30 B p¥ > tafamidis ot % @A 2 ) B (p<0.0001) i ¥ KCCQ

EHW-? 4B+ 5w Av\gtﬁ”’"“ o e RABET  2IVEMR ARG o &
ERF R Ra o p A BT AT e e R AE NI EF (p
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e 4 W % 0.0658 ¥7 0.2215)

&% 30 B * pF o tafamidis 4p b % A Su3t ¢ Bg e i EQ-5D-3L"%%, 4 g
(eI IEL R 5 009 95%CI10.05 2 012 p i£<0.0001); » szt
FEFUEEEQSD A B A A B S (EFE ] T3 T8 5 9.11595%
C1539 1 12.83 > p i£<0.0001) ; * tafamidis 2 % 1- blchups 4 &7 Hop 4 B
#8371 (patient global assessment, PGA ) °3 &4 (42.3% vs 23.8%) -

© #

Tafamidis ¥ 3 »xut ¥ ATTR-CM I ¢ pitiE %k it o 2 tafamidis ¥
ATTR-CM )ﬁ,‘ AGERE PR A ;'éé-é%fr‘% W L% o

D. Efficacy of Tafamidis in Patients With Hereditary and Wild-Type Transthyretin
Amyloid Cardiomyopathy: Further Analyses From ATTR-ACT [19]

@ pen

1% ATTR-ACT 5 3f L% 745 4 45 (pre-specified analyses) » #5 3
tafamidis * »*:§ @+ ATTR-CM 2 ¥ 4 4] ATTR-CM i 4 A E A o

(b) s ¢

’

ATTR-ACT 35 i\ »~ 335 (=87 4 4] ATTR-CM 5 4 » # ¢ 201 i+ 4% tafamidis
134 4% % % {3 46~ 106 =i @12 ATTR-CM 5 £ » 3 # 63 =42 tafamidis
43 e % FaD 2 B B ATTR-CM 5 £ 2 TTRAFI R %4 4 & 5 Val221lle
(57.5%) ~ lle68Leu (12.3%) ~ Thr60Ala (11.3%) ~ Val30Met (8.5%) P : 2% 4 4|
it il @ ATTR-CM 5 4 e 239 P o o B £ A2 % fde (4 %5 27.8%4 45.3%
i 4 NYHA #3505 11~ 6MWT shpege s w5 367.1 82 302.8) -

’

() ¥%

"EQ-5D-3L K ¥ . i mF ik AR EERIT R 0 2 FEA A No AR L5 Ba
iR E L pAREE PN ER SRR RS ERIEE R ARG 0 B 2 g
oA PRI AT B A G HABREEA(00 A AT B ERGE C0A AT RLARBRE) -

R A FMER L AITR A HE R RDRE R RAY R OE T HE A R AR A A
B EA L E 2 22 4 (very much worse) ~ & it 2% % (much worse) ~ A #c & 1t (minimally
WOrse) ~ i h e ® I A e 2 5o~ i 24 25 % (very much improved) £ 7 # o

P ATTR-ACT iz i » chid @12 ATTRCM 4 2 TTR AFRLAE A2 7 S F 72
Ala97Ser -
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Tafamidis #p 1t % F& i > Rr = F 2 e 0 W2 4] ATTR-CM 5+ &
|2 ATTR-CM 5 * £ & 7 > hazard ratio [95% CI]4 %] 5 0.706 [0.474 % 1.052]
£ 0.690 [0.408 & 1.167]; A2t ¥ 6MWT i o » ¥ 4 4] ATTR-CM I A X
i3 @M ATTR-CM i AR tafamidis = #7 % & 2 B 1 jE[+SE] &5 I 4 H A
w4 77.14 [10.78] 79.61 [29.83] ; it KCCQ AR A #c™ % = 5 > 77 4 7
ATTR-CM e 5 23 a4 ATTR-CM V2 Ap o2 > tafamidis e g2 % | & 2 7 AL §E
[£SE] t o5 4 # 4w 5 12.72 [2.10] £ 18.18 [7.75] -

(d) =@

Tafamidis & > % 7= F ~ 2t 5 5 99k % 4 4 ATTR-CM R
i B2 ATTR-CM 5 * Ap fiz o

E. Causes of Cardiovascular Hospitalization and Death in Patients with Transthyretin
Amyloid Cardiomyopathy (From the Tafamidis in Transthyretin Cardiomyopathy
Clinical Trial [ATTR-ACT])[20]

@ pen

ATTR-ACT 3#%% &g o1 tafamidis 4p vt = &% F & > ATTR-CM IR
= & ptz,uﬂ_?;mf&g ERERD LLF;ULA,\,H ATTR-ACT Fé—,g@;:’ ;’—;5& Qﬂ_?;}g&n_ﬁ 2%
GFeinf ¥ > - B i3 ATTR-CM 2 7 Js i & 22 tafamidis 2 7

(b) 2 %

Tafamidis 4p v % &5 i g g 4B~ = (20.1% vs. 28.2% - hazard
ratrio=0.691>95% C1 0.488 % 0.980) 2.~ i § 7 4p b 7 = (5.3% vs. 7.3% - hazard
ratrio=0.556 » 95% C1 0.301 = 1.029) > ¥ # & ¥ c"% 1% 30.2% < % B 2 5+ = 2
B *& (hazard ratrio=0.698>95% CI 0.450 % 1.081)- % tafamidis &7 % & e @
B M DERFF ARG R RO RB B L /S o

Tafamidis 4p v+ % F &7 & F "% M 324% .~ F 4P B A b & (hazard
ratrio=0.676 » 95% CI 0.564 % 0.811) = & ¥ "% i< 20.7%% ek *%& (hazard
ratrio=0.793 » 95% CI1 0.693 1 0.907) - ﬁfa Akt 6] (76.8% vs 72.0% ) 11 %
s F AR B A Bt B (60.5% vs. 52.3% ) 2 &I E o Tafamidis 4p v = & &
¥ %;Ti"z*“i % 35.1% < % i = ik *& (hazard ratrio=0.649 - 95% CI 0.521 %
0.808)> & ¥ 7 &g ¥ "% 1< 27.9% < 27 i = dfx2 kb *& (hazard ratrio=0.721 >
95% CI 0.449 % 1.157)~ 7 g ¥ c0'% 1< 30.6%H &5 v ¢ R Flid & AfeZ b '
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(hazard ratrio=0.694 > 95% C1 0.428 3 1.126) - # tafamidis =22 % & e @ > i3
R FARM AR E RFF AR B B LPRF e R B R E 6o
& # R %] (other CV causes) £2.w =7 & o

Ed]

()

‘3\\-

A ATTR-ACT #@&% ¢ » w £ :HE 3 = ATTR-CM }% Ao E AR B A fR g
i HAM = Sk AR

F. Efficacy and safety of tafamidis doses in the Tafamidis in Transthyretin

Cardiomyopathy Clinical Trial (ATTR-ACT) and long-term extension study
(ATTR-ACT #2 % H ut ¥ 225 ) [21]

@ p e

ATTR-ACT #2% & & - % tafamidis c& & % » Frrcs % » L7 7 536
ATTR-ACT &5 % H 2 ¥ 385k &~ B fie tafamidis 80 mg ¥2 % & #| 2 2 tafamidis
20 mg & % A s g 2 8- B 0 & tafamidis 80 mg &
tafamidis 20 mg B &35 7% F 4L 0 45 4 tafamidis * *t ATTR-CM i A B & i |
2 .

®

(b) 5 % B

ATTR-ACT #5& & 4 ~ 441 4 12 2:1:2 % % 4~ 7=« 3 tafamidis 80 mg-~tafamidis
20mg &% & > x= el G 176882 177 4 > ® = w5 113460 2 85
Ak e - B TTR et 4R Wk s A Bld F 3 % B 5 tafamidis
80 mg -~ tafamidis 20 mg 22 % A e (& B 5 87.8% ~ 82.7%% 3.5%) - &%
tafamidis £ = & ) _rn}]% A wly 170 A 22 82 A fm = ATTR-ACT 85 188 » 4
Wi o B¢ o Ja tafamidis o 4 s 2 R G AR o tafamidis - % &
fopm AR 2 1A A iR 3 tafamidis 80 mg £ tafamldls 20 mg > #& ATTR-ACT
W% 6 H ¥R o tafamidis 80 mg e 3 230 4 ~tafamidis 20 mg &+ F 116
Ay ied A A M Pl ap iy o TiaEd#e s b i 755 ke 739;‘%«‘ R
FHNYHA S5 2 11 & 1> & 47 ATTR-ACT 2 ¥ 252 358 % pF » ¢ ¥k
EHPER S BL B oo

9 & ATTR-ACT @k @ ¢ * % Hﬂ?']'rﬁ:}l% Ao iR o aE W IRER B et tafamidis W 5 2 A o T
>~ ATTR-ACT #2% 30 B ® {52 ki 5 = ATTR-ACT #2% ¢ 8 * tafamidis S A HADE &
& » ATTR-ACT #RBPF2 Kk »
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(C) ATTR-ACT 55 A B vb 5 2 io s o Y chid &

‘_.

4 Finkelstein-Schoenfeld = = F¢ & & 47347 = F oo ¢ 4p B G 5 iy
% &g o+ > tafamidis 80 mg 22 tafamidis 20 mg i 4p vt % R H B35V St P R FET
M= o n FApR Ak (p @4 % 5 0.0030 ¥7 0.0048) -

H-N‘ '\:)

N
NS

Tafamidis 80 mg ‘= ¢ tafamidis 20 mg ‘e 4p b % & 2397 St P B F U ¥
BMWT eh%:i3 > & v A e/ % 30 B? 6MWT > 2 £ B g/ T
Lo wl s 7577 o= &2 7557 o7 (p E45<0.0001); » 57 g Fu ¥ KCCQ
o™ %o 3 e B Rl s 303" KCCQ A BT 2 £ 8
B T3 T ian w1348 4 ¥ 13.99 4 (p 23#2<0.0001) -

Cox it Ep: % +7 &g 51 tafamidis 80 mg ¥ 4p ﬁw Etﬁw AL B EE M ,&3‘“ = f?‘ )

S A _m%g%‘b » hazard ratio = 0.715 (95% CI 0.450 1 1.137)

Tafamidis 80 mg ‘e £2 tafamidis 20 mg ‘e 4p b % F & 2357 St b B F E
s g AR Ao p EA W G 0.0005 £ 0.0017 = & A B & Tiaon FAPRE A
Pt #cA 6 % 0.49 ~ 0.46 ¥7 0.70 -

Tafamidis 80 mg i 4p v+ tafamidis 20 mg e 3% 7E 2% & 6 § i edg g
AEHFLE -

(d) ATTR-ACT 225 2 H 26 0 285 £ & A 452 B %

& ATTR-ACT Fsk & Har W g% e » 4477 & tafamidis 80 mg ‘e ¥
tafamidis20 mg ez B B S kw0 ¥ i B 51 B 7 ) & > tafamidis 80 mg
ip it tafamidis 20 mg ¥ i3t ¢ Eg F *E 4 30%¢+ = R *%& (hazard ratio = 0.700 -
95% C10.501 & 0.979 > p i& 5 0.0374) -

(€) % 21 %

t ATTR-ACT #R G e Hu W BF5%ax 2852k o B ik
36 & * # & > tafamidis 80 mg =& tafamidis 20 mg e/ 3 4p v en% 2420 B B0
WlF 227 % 22115 A g A LR 6 I I en3 L 2 (treatment-emergent adverse event,
TEAE) > 2 81k ia s s 4 0% b4 B 5 17.6%£ 20.0% -

() %
Tafamidis 80 mg £ tafamidis 20 mg 327 § »<'% i ATTR-CM J 4 2 5+ = F &
< F AP B AF s 4 £ tafamidis 80 mg § #i i vk A @ 22 tafamidis 20 mg § 4p
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en% > Tt o> tafamidis 80 mg i in K ATTR-CM B« & if @] &
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3r ATTR-ACT %% 4§ &

Bk (B EREDR) ATTR-ACT (2018)

EE e NCT01994889

gkt :,;*igp\u;fﬁ\g;;;r;:\\%%\3@\26.3\:&“@3@1%@

B 1 80 Bipsk® w S IBBRP (L HE " g P A A 7 o H)

it Y2y ABHrEEIEH 18T 90 K Ha -ing\lébu Rl (Fp A

(3 &g~ SRR iR | g 2 8 A RO R AR VR G R O A

) ,pye4ﬂ']%jx§r+§g ;}H?%}w RS CRIDE B A
Ve R (ATTR-CM) 5 £ ¢ 0 575 07 2 A1 7 R0k Jod SR

MERE REAR RN R I PRI S IR

= R e e %3»9 %‘f(precursor protein) 5 TTR ; 5. 5 %
AEFORLFNFLIGFERDPCFTPRER>L2 Mm; F oo
\»:E’J:},"ﬁS{ PAMFSEL S - Tl R BAL TR IR A T
FooRmn NIRF BRI PR AR R R R T

ERl f’fi’-s?' IR E F]

A EPEiEE NYHA 3 IV 2 LR Fd sl in
i iw@»ﬁwwz~ﬁ%w'*a»~ﬁ&wﬁyﬁg

o 4 R 441 (81% % v 48 4, 4% 5 & i A )

ek wt r R tafamidis 80 mg #* tafamidis20mg - % — = > #F ¢ * 1
(n=264, T35745%) | #F&%&S4L30®* ; ¢ »176 ~ & * tafamidis80 mg -~ 88 * i
* tafamidis 20 mg

PR B T RZE }a’ﬁ‘»ﬂ« X — =X #%*g‘lé’*j_\gé%; 130 i 2
(n=177, T 5741 k)

A& oecdp ik 30 2 o FF R N EE RS  FECL FARR Afr

R AT 0 R R 2 SR s AP B LR

5
s

,c\-

Mt & G ocda ik | AP I F 30 B 1 & EMWT SEgen® 1 (GRR # i it 4 )
BAW 3% 30 B 7 & KCCQ BEREA Hen® it (507 2 78 & )

A och NT-proBNP & £ < 554z il te 5 B

‘1’,}1’?3, 1 ATTR-CM, transthyretin amyloid cardiomyopathy; TTR, transthyretin; NYHA, New York Heart
Association; BMWT, 6-minute walk test; KCCQ, Kansas City Cardiomyopathy Questionnaire; NT-proBNP,
N-terminal pro-brain natriuretic peptide -

RSB R ORI OTRES A s SRR R FARA G e o

+ ot e tafamidis 24y tafamidis meglumine » * & — g 20 mg =hic % & > < tafamidis meglumine 80 mg
Z v PR 4 3f tafamidis meglumine 20 mg # % & -
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%7 ATTR-ACT s i & &g

ATTR-ACT #&%

Tafamidis™ (n=264) £ J# (n=177)
iR pApREE
5 30@2 - FEEag FAaM Er (2 Finkelstein-Schoenfeld 4 47)
% %1 (95% CI) 1.70 (1.26 & 2.29)
piE 0.0006
% 30 B 7 A 4 I (%) 186 (70.5) 101 (57.1)
$30B P FHEpAEAEEL
2o g AR M A i 0.30 0.46
- R Aateip A AT
¥ 30 B 7 4= A #ct (%) 72 (27.3) 72 (40.7)
s g AR M= A B (%) 53(20.1) 50 (28.2)
b FApM - A (%) 14 (5.3) 13 (7.3)
#2224 B (%) 5(1.9) 9(5.1)
% 30 ¥ dFep 4ok (%) 190 (72.0) 136 (76.8)
o E AR B AR A (%) 138 (52.3) 107 (60.5)
s F AR A Fe 4 (%) 125 (47.3) 80 (45.2)
£ 5] LA #1(%) 3(1.1) 0
s BEH e A e (%) 7(2.7) 4(2.3)
CMAD #& » * # (%) 2 (0.8) 0
Cox it jf & 47 585 = T
Hazard ratio (95% CI) 0.70 (0.51 = 0.96)
piE 0.0259
Poisson % Eﬁ’m\ P F AR B AR
Relative risk ratio (95% CI) 0.68 (0.56 = 0.81)
piE <0.0001
Mt & pocdthip %

BOAH D ¥ 30 B A BMWT sEdgcn® it (9% 30 B ViR -5k
w4 155 4 g2 70 1)

Tpmg i, O R (LR L) -30.6 (87.9) -89.7 (105.1)
w ¥ £ B LS mean (95% Cl) 75.68 (57.6 = 93.8)
p & <0.001

BAAH D % 30 0 & KCCQ B~ Hoen® i (8415 30 B 7 7 3mR 2 5 4
A A u|F 170 4 2 84 4)

T, A (2Rl K1) -3.9 (19.3) -14.6 (21.4)

e/ Z 2 LSmean (95% CI) 13.65 (9.5 = 17.8)
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ATTR-ACT #&%

Tafamidis™ (n=264)

% {a (n=177)

p i

<0.001

F R RIS

% 30 % * NT-proBNP i& 5 i
2 2R A3 LSmean (95% CI)

-2180.54 (-3326.14 % -1034.95)

p it

0.0002

530" 2w FsEAD Y IR
ER%L2 2F LR LSmean
(95% CI)

-0.44 (-1.11 T 0.23)

$307% 7 LVPW Rt 2 o £
£ LS mean (95% Cl)

-0.27 (-1.55 & 1.01)

%30 * LVEF it 2 2 @& %
£ LS mean (95% CI)

151 (-0.57 % 3.60)

%30 " LVSV itz 2@ i
£ LS mean (95% CI)

6.28 (1.96 3 10.59)

%30 7 GLS 4ie %)% 1t
z_ &R A2 LSmean (95% CI)

-0.7 (-1.43 = 0.02)

His Frrcin bl B 5T

NYHA % 5o p ZL 8 chsg i

A NYHA £ 5 1 &1, n (%) 12 (4.5) 5 (2.8)

NYHA %5 1 & 2 IV, n (%) 1(0.4) 0

A NYHA %5 11 &1, n (%) 35 (13.3) 26 (14.7)
NYHA % 5 Il & 2 IV, n (%) 0 4(2.3)

A NYHA %5 [l & i, n (%) 2 (0.8) 2 (1.1)

A NYHA % s 11 i& 4%, n (%) 14 (5.3) 3(L.7)

A NYHA % = 1l i& %, n (%) 9 (3.4) 5 (2.8)

F 2R N (%)

2AF R (% n) 260 (98.5) 175 (98.9)
EE7 2% 199 (75.4) 140 (79.1)
F17 A F AR 2 (0.8) 4(2.3)

F17OAE B AR 56 (21.2) 51 (28.8)
F17 A E #1300k 17 (6.4) 11 (6.2)

PR T 17 (6.4) 10 (5.6)

%73 16 (6.4) 15 (8.5)

£ 9 (3.4) 12 (6.8)
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ATTR-ACT #&%

Tafamidis” (n=264) % |g& (n=177)

%% * CMAD, cardiac mechanical assist device; 6BMWT, 6-minute walk test; KCCQ, Kansas City
Cardiomyopathy Questionnaire, LS mean, least square mean; NT-proBNP, N-terminal pro-brain
natriuretic peptide; LVPW, left ventricular posterior wall; LVEF, left ventricular ejection fraction;
LVSV, left ventricular stroke volume; GLS, global longitudinal strain; NYHA, New York Heart
Association °

* Tafamidis % ¢ % tafamidis 80 mg £ tafamidis 20mg -

TAfeERT = Foroh FAPM ArrE g A4 0 a4 tafamidis 22482 & JRN B Bl 4 fe gt
A% ¢ o B tafamidis A 25 év’vgcgi‘_“% MR E Eg‘iffﬂjﬁﬁ L g g oo

i ’ﬁtj__ﬁ:}/é:z‘;i;}-ﬁ%%;n\*frﬂ , ;Eﬁ,uv;%’,;gﬁ_ N ]1;-{%;}-%_%,;;9%_1;}5_1 ””ﬁ’ﬁf;’%ﬁ_ S s;ﬁ%;&ﬁkﬁgl, ;tﬁ
FAAG S B HARAPM AT S AL R RS Ak

T Cox it ff 4 17 #-i5 (tafamidis & % G4 TTR & F12)(:8 @422 97 2 4]) - NYHA % s (NYHA
I/ & NYHA ) iE 5 3 % fic(covariates) & & 4 45 o

T 5 CADTH fah % 482 ¢ &45[12] -
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%7 ATTR-ACT &£ ¥ &8 ¥ 25K 4F &

Wk (7 ER)

ATTR-ACT £ 31 # 3% (20207)

R S E NCT02791230

p;ﬂ;‘t?"‘ S BENTE S SR S s EHE LR

Wk Bk 86 B#E&? I BRF (L™ ®"e 2P~ 4k 5

;;]35 A = 5 #300R " ATTR-ACT PR m),% GRS

(L& 4~ £ %) e A Prar il s 20 X tafamidis dup 4 MR

H k3 A2 e tafamidis - & B e 4 Rl 2
&iﬁ\w} 7% tafamidis 80 mg £ tafamidis 20 mg
v B A5k 480 ATTR-ACT 285 303 2 M R ¥ 5
ATTR-CM mﬁrj A
or o A 346 *

(5% A)

(ATTR-ACT :#5k ¥ ¢ * % E}‘ffwjmﬁf‘s A B2A NSRS LW R
e B st * tafamidis o 4c P R A ATTR ACT 5 ¥ # * tafamidis &4 #ic
5264 Ao £ B 47 ATTR-ACT 2 H £ #pae ¥ 385k & 346 £ @& * tafamidis)

B e
(N=230,< 5 75.5 #)

v PR tafamidis meglumine 80 mg - = — =t » #F i iE *
2018 & 7 7 20 p 3t 4 % % > % v PR tafamidis 61 mg*

AEE SRR
(n=116, 5 73.9 &)

v PR tafamidis meglumine20mg - % - =t > #F i * ;
2018 # 7 * 20 p 3+ % % x> :x i v R tafamidis 61 mg?

1

1&g chth

Bw 60 B2 o AT Kk R AT g 4

6 ch

% 60 o AT BARB T S S FRAE S wk F AR
BRAg & > A4 2 % 60 B 7 & KCCQ FAY » dein
f* v KH 3 % 60 B * A& NT-proBNP &% i ~ NYHA % &4
_#

4% ¢ ATTR-CM, transthyretin amyloid cardiomyopathy; NYHA, New York Heart Association; KCCQ,
Kansas City Cardiomyopathy Questionnaire; NT-proBNP, N-terminal pro-brain natriuretic peptide -

*ATTR-ACT £ 4 3% (7 ffek @ 2232020 10 7§ 2 B3 4dnh 3 RAoch i % -
¥ BB F LRSS T EE A aﬁﬂ

T B 2018 & 7 % 20 p B 4 > tafamidis meglumine 80 mg .22 tafamidis meglumine 20 mg ‘e i ¢
o8 5 i % tafamidis 61 mg > & A 2019 & 8 % 1 p A 47 RpF BT R ~ 7 2018 & 7% 20
p 2w i * g tafamidis meglumine | &

LA TH G R A A R A A

ERSFCEC PR
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# = ATTR-ACT £ #pat ¥ 8% 49 % % FL

ATTR-ACT & #p 2t ¥ 3%

Tafamidis 80 mg Tafamidis 20 mg
(n=230) (n=116)

AR FprdphE (AT ¢ EREHERF S 51 B )

B % (1 Coxit A 44)

HR (95% Cl) 0.7 (0.501 % 0.979)
p & 0.0374

F &R 2 HR (95% CI) 0.612 (0.433 % 0.865)
piE 0.0054

& NT-proBNP + i 2= HR (95% CI) 0.639 (0.455 % 0.898)
pE 0.0099

& 6MWT 1 2 HR (95% CI) 0.701 (0.496 % 0.991)
piE 0.0444

fe P 5 & #2/NT-proBNP/6MWT &

0.571 (0.395 % 0.827
I 2 HR (95% CI) ( - )

b & 0.0030

T RERE (ST Y BT L 36 )

A RFE % 98.7 99.1
oS LA 69.6 s
S i LA A 23 530
F1 A OAE B SR 176 200

‘1'?]“’5, ! HR, hazard ratio; NT-proBNP, N-terminal pro-brain natriuretic peptide; 6MWT, 6-minute walk
test o

* Serious treatment-emergent adverse event » — #3p & £ 2 & ch% REE o

T Severe treatment-emergent adverse event » — i frE A2 R 5 BBz A E w7 LEE o
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A % LER (L) R ”\!’Aﬁ‘;%a NP 2 Vyndamax®
(tafamidis) 2@ < g% & 61 * i ¥ 5% if;i'ﬁ >
ER ’H%—&%\%% TREBIRTATE o EREFSH 2 ﬁi@& A or T
GRS B S ngﬁa?ﬁ (PYP R FARR>2 %) s 57 ﬁ’%’;f]l‘% 30 uF
;;;Ml,n TE R A B@)%%(ATTR-CM )20 A 2 ke 5 € (NYHA)
SEBANABLE IR Z8E F,Pﬁﬁ'NTmeNPZ%OOpgmL BNP
>100 pg/mL ™ %2 w3 P AR ER>12mm EiEE > HY » R g ;gﬁgﬁ—rﬁp,
o 3?#”,% BiEAE G0 AP M 2 FARRITEF R T K 3%%--?%? grapE Lyt 1
# tadamids 7 P NYHA S A% V&> W2 ik @ % (52 S g pes i
B BB AR e o

BEFERY B AREER TR RSN é”#“fq‘fiz Far& g »i® i
TR R E R AR GE AR R R e v o%ﬁﬁﬁ TR R FEL
2 r;%s‘z‘;:@;]%}_@f A REEP mlI}LF (~ % 2 5 tafamidis) &7 A &+ &y
$ ¥ % 3 ATTR-CM i 4 2 % 5o B - z@}l?ut ME A ir“ﬁ:@p\/\iéjgk ’
ERFFTES O 2R RS HERT-FEET (AL 2] TH R
! ~mﬂh&5ﬂ9B<am7v§uﬁ%%V(PwOS RS [ AR D)
v)gum—g;u‘uﬁi.'l LA NDS Q)I?c(i& 21 )z 34 s B g ahE 2 @iﬂ & PICOS
JEH ¥ e intervention #% 4 3% 2 % tafamidis » e 3EREH or 2 éJI?e » TE - B
2 )I%i'—:l_%i’ tafamidis 4p B > e BT ¥ TPE Q] 22 ;gwa_ei’ ATTR-CM #p B -

f',;m lH

=

AaE iR E b BAox e )l?rv‘ BAE TG R G AP —‘ﬁ = tafamidis * %
ATTR-CM ﬁf‘a A2 tReE% ATTR- ACT’ll'L B e g p 2 7L ?‘;i °

% # % TWndamax® (tafamidis) &g~ #% & 61 F i | 2 F »cd 4 5
tafamidis » £_ TTR cuE {8 e > p H30 AR FPM BT anr v i Bog 5
T e A A0 A Q)R BT R B R TR L SR
% (transthyretin-mediated amyloid cardiomyopathy ) » 14 M 345 = Ffew n ¢ A
AR

PR ERE RSSO B s L BT RRET 0 B
MMMBaﬂﬁﬁ&ﬁéP@ug@%#%ﬁﬁﬁw%ﬁ§ﬁﬁ(mpﬁﬁﬂé
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>2% ) DL b E';}%“JTL',% Exaz éﬁ;&i#izﬁ%‘f{il‘éa\"uﬂm]ﬁﬁ% (ATTR-CM) z_ = &
Bt oo Dike e g (NYHA) R Bs i m i 52 1
=& NT—prOBNP >600 pg/mL 2 BNP >100 pg/mL 12 % ‘2’5_ PRk R>12 mm & iE
CER R R ﬁﬁ’“fa"ﬁ#ﬁg)—*‘ R S G G- A M 2 SRS T
T 2K ”{Léé-ﬁ g *iEiE i gt 1& tadamids f6 P NYHA i d % V&> 1z
Bk i H R SRR R AR KA RPN TR R -

v gy

B B

%4 % B AHA 22§ & JCS ** 2020 & 5 # 2 SRS 7T F AP B 05 4
51 > é_;)%d\ﬁ/m,r)%*w‘;’ﬁs ,ﬁ;liﬂ-;_ﬁ_l}‘,\, iﬁ«fw}%?\iﬂ»<’“ \'«'—% NYHA ‘\L
a

Bz ) 54 A &g @ ATTR-CM i r o ¥aiE k% tafamidis -

P RS FMPOET RS ATTR-CM J5 4 Ak & &0 cn# 5 8
7 A % % % tafamidis -

N

E-)
e N

TR

FAp3IE R ARET bR LIRS R R FRL S

o

N

_\

\\\?{r E
ke 'm\\

%59

S
&

k]

??‘?;G\i-

?‘1

B &
() L& FRPHTR R L HER

1. 4v £+~ CADTH *t 2020 # 2 " =2 P p iR » 2R 'L anif 2 T % i
tafamidis # »>75 % & A B2 ) S B2 ATTR-CMo r2 % s o F 7= F e
n ”g :[:Z:}I"ﬁxll‘;c, ) ',;F{ﬂi»—x%’}é\;’% F TS AT A RRA]

(1) Bdoi * i

A ¥ sE" ;I%”f]l;% P SRR T F RS N 2w Wﬁr‘,%‘ (ATTR-CM)

(@) %875 9 2

4] ATTR-CM E e pEe 3 10T fw

l. ;2% TTR A7 % %
ECRRERAFET ORI INFE R R YIREARESI2Mm
. e s 5 BT 5 kb IO (.35.?%‘3 LRt B g s e 9:]1 A SR
Foip e %)
VG i B4 4 ~ PRy & Fol 2 89 )= sk o e 7
(precursor protein) % TTR

(b) Zer5 B @ ATTR-CM F b & 5 10T e
Lﬁ;~m@%wwmﬂﬂéw % s vops 2 R

v
S BRAR B R R TR _§_f5 z‘%—j« * o 2¢O E R >12 mm
I Jesser 2 Bgor 5 Sk oA R ERE T R I gf]i A EREE
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B BR)

i
=

B. 5 X B &K T A0 P

(8) =~ F B NYHA S| 2 Il

(b) F o FFpe > LA AP FORBUIRT © - %0 & F o RBDTREHE
BEgR i' PR Ry

(€) ¥ A4 =R < U IFURAS B

(d) 2 "ﬁ RPN ;ﬁt&ﬁﬁzﬁﬁé # % (cardiac mechanical assist device, CMAD )

(€) X &% Hi &4 ATTR B & £ i chiE &

(2) Bk i % gk

Al g A IR HoP - R ik tafamidis 5%

@ <« FBE 3 NYHA £ 5 IV
(b) & B IFRA A > &
(C) fE» oIS s K E

(3) = ||_,_ ]__
ot Jd $ ATTR-CM £ 2 #5875y 5.5 ek Fit (7 PR AR

2. BMPBAC 2020 & 7 " 24 2 kiR % % 0 F &R tafamidis * ¢
o ATTR-CM » d »r 322X % B € I & tafamidis chfpsk > % i3t poan cfh %
o (* 4 ATTR-CM ik dows % 2B fe/& o 27 2 %) e 4 £ ICER 4
MFT RhRE o AR FERIOEET ICER 3 3172 ¥ &% > » 335 tafamidis
FPATE B AT ARG o ¥ b LR €3u L tafamidis i * UG R L RS
* ATTR-ACT #5k cnjp » 22 3t “f iEiE s Tk E N E ATTR-CM #72 %rfic;l &2

* % Peoe Ry e IR Bt Awm ApmP S ¥ ATTR-CM :)J% A AR
PE TR ERG S Bp 4 AR tafamidis o

3. FRNICE % A2 53 AR ApM 2 =544 > e >0 2020 & 10 * 4
b MR B A LR 6P A 2R tafamidis * s A A
M ATTR-CM & i 5 4 > o *082 5 bk 45 87 tafamidis 4p v % 4] 7
Rk AR AR '?-ﬁ‘ﬁ%ﬁ* eF A Al g NYHA % s
ATTR-CM 4 § 573 I » 2 % 12325 ATTR-CM JcE A2 677 2 4 &I
(NYHA ‘«@\j\g B BT E G R ) i*{?’%?*ﬂpﬁgi
# > tafamidis > ¥ 3P tafamidis (72 A2 % 3 & % 3 NICE - 432 2 K
NHS Flv &5 el > ¥4 > 4§ §48% d 0 ATTRCM #4877 5 > + 8
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& ATTR-CM ¥ NYHA % | &4 313 'ui’“%ﬁ”«‘fﬁv‘ v TR 0 R R T A
OSBRI S T ¢ % ATTR-CM /22 },33’\%'“:0

(Z) tpredr % 2 4

FHH 5 o £ ATTR-CM J5 4 - tafamidis 1% 5 5 s & & chin iy # 4p 0t %
B &% 2 D TRA#E%R ATTR-ACT a7 v = S & ol g ire
T Vgt BdEx ﬁﬁ?m‘f“g\’ Ram o mE A E_,m?l-\’ ¥ - » ATTR-ACT
BN~ g A EFE Y 5 NYHA &5 | e 40t G254 5 (<10%) 5 % = 0 44 %F
ATTR-ACT 5% ¥ NYHA % = Il m}]% A s tafamidis fe4p it % G A ey 1B e
i F AR M ke (76.9% vs 58.7%) 0 # $ # i # 4B B~ = coigd (51.3% vs
49.2%); % = » ATTR-ACT #EZ% i & ?»3::};1 HE R R R *;:;}F] JLWAR L =R
#-& & tafamidis 80 mg ~ tafamidis 20 mg 2. tafamidis i 22 % & e ig 7t g 0 H
LA #op 4 i+ tafamidis 80 mg (176 % vs88 * )» F2L3 Jdgt A k¥ &
w24 edp & M2 tafamidis 80 mg £2 % FIAE (b dik; % v 0 ATTR-ACT #&% ¢
B~ auf @+ ATTR-CM })% Ak i;é_f%&))% AE124% > TTR AFIZ2 %A1 & 5
Val221lle ~ lle68Leu ~ Thr60Ala ~ Val30Met » & & 7 - % B 72 Ala97Ser - A%
DMIRL tafamidis ¥ L3 L E 2 Lo r,a;g;m B B })% & ;};,G R el ;ﬁ‘ﬁ—, N »95-
E LE#B MoEme TR R B ® 0 S AT B R B ENL Y

iR =l B sk ;-[Mr]u% iv ek 2 tafamidis fe 27 % & e 4 vk B4 12(8.3% vs
10.6% ) -

1. ATTR-ACT :25%[15]

PHERE Y FREELE DD R A E LR ER Y P RS CFEP TR
fo (PYPBRAZR>2 %) i 5 ATTR-CM 2 & & 5 £ > 2 NYHA & % B3 iy
ARE LS N F) . @& * tafamidis R BB TR R -TH 2P ~E
WA R SRS Y EHEBL ATTRACT % » 11353 4 »
ATTR-CM 5 4 355 o e s> ¥ 45 6 2 NYHA 25520 1 2 -

ATTR-ACT #5% % % & o7 > tafamidis ‘e 22 % F & e % 30 B 7 pF 4 %5 186
A (705%) #2101 ~ (57.1%) 5= > F A% 30 @ ” f@%iéﬁﬂ:}?ﬁ A ¢ tafamidis
PE AR ETDOR ? AR B Pk o & A e (0.3 & vs 0.46 =% ) 123k
Finkelstein-Schoenfeld i & % >4 47 & -+ - tafamidis . 9:}5 R A e A
FoEwn pAPMOREA R R odpthnd Y - RS RN F T AR
(p=0.0006) - % & (win ratio » 45 &#%< tafamidis &2 3 < & B % I 4 pedt
R E R L =X tafamidis:),% Ak g g K,lrt [P | A Ak e )
% 1.695 (95% CI 1.255 % 2.289)

1295 Cox i ETFA\ 178 1 tafamidis fe i v = FmE JA 2 (hazard ratio=
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0.70, 95% C1 0.51 & 0.96); /p e ﬁﬁf (poisson regression ) 4 47 & -1 - tafamidis
oo F Ap M A PR S (relative risk ratio= 0.68, 95% C10.56 % 0.81) -

4.6 A4 FEE S G 0 K AAE T % 30 B 2 gt > tafamidis fegr % F |
e T FSREA I b e % A e vt tafamidis kg F R U g § (-89.7 o % s
306 %, AT T B 7568 o> % ,95%CI57.6 & 93.8)-

RS e %R 8 (Kansas City Cardiomyopathy Questionnaire, KCCQ )
A 5 0 KCCQ A #cAs i 4 57 o e B, kAR E 14 > A2 ¥ 30 B 2 o
v o tafamidis 27 g F& e 5L B b > e X A edp e tafamidis
BEFRORS (F146 4~ vs-39 4, @i T3 Tim1 8 13654, 95% Cl 9.5
3178)-

i BR iR R B EEA ISR B 0 £ HT AP NYHA 35
/Il g 4 - tafamidis fedprt % Ao % 30 B2 o s A a0 & Bd
30 B* M aFEaym LY o e FARM O (B FE el FApM A
P& & 4452 F-Sp E=0.0005); 44> 2K 8 pF NYHA % & |l rﬂ}ﬁa A > tafamidis
EAp  FAE S 30 B G AR m A E o Ba o frg RS e ?
Mk (8 e 7; PR AF A Bt B A W 5 76.9%%7 58.7% > v g
& FAPM AP £ H A 72 F-Sp £=0.7819) -

Tafamidis 22 % & chx 2 FHAp 07 > ¥ L2 A F E & A 5w %P M

B @ B TRB S PE ST GAAM AR BT LA BT 2 F]7 R

¥ gL ot b & tafamidis g % F A A W] 5 21.2%% 28.8% - F1 7 1 E

fig GRS GIRIA S 6.4% 6.2% « F ML AT R R
# tafamidis s % J &) 23 4 gt )4 W 5 8.3%% 10.7% o

2. ATTR-ACT & # 1 # 225[21]

ATTR-ACT £ Hpzt ¥ 2% 3 » = & ATTR-ACT # % m[)ia Loy JoB-hA
ATTR-ACT :#2% ¥ & * % & e A ST 4w X ¢ * tafamidis 80 mg 2 tafamidis
20 mg > iE&- & tafamidis 80 mg ¥ tafamidis 20 mg B s & FAL > 45 4
tafamidis * »* ATTR-CM 5 * 5 & if HH £ -

ATTR-ACT £ 2 ¥ 3% & & ATTR-ACT 8% 4 47 3+ # tafamidis 80 mg
fo.¢2 tafamidis 20 mg i % A i % AT 0 ¥ i 1 B 0 4 7 - tafamidis 80
mg #p +* tafamidis 20 mg ¥ & % "% i< 30%¢ < b " (hazard ratio = 0.700>95% CI
0.501 % 0.979 - p i & 0.0374) -

# ATTR-ACT & Hpat ¥ 3% & 3 ATTR-ACT &% % 2 5% 24787 >
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i R =836 B * W tafamidis 80 mg ¢ tafamidis 20 mg &/ § 4p 20
X 2o a e w g 227 A& 115 A g4 ks RN LFEE
(treatment-emergent adverse event, TEAE ) 2 % ik j fr chups 4 vt b4 &) 5 17.6%
22 20.0% -

(=) F G

ARBEE G R AP T AT B R o e e v & FORPEER L
PR L LR R BLE ;Liﬁﬁti CADTH = e 4f & @ s 4 BLBb > H G 9
BT E R R A RS GRERFRAP A FFELEET o & tafamidis N
TR ATTR-CM 2 #2055 0 £ F R ApHRais #5045 4 tafamidis
Tk EE R %—’v«ﬁkf&#mﬁ‘“@ oo VRESRLIAREN 4 &
BB PBAC 3= 4R 2 ¢ oy A Bk Hin i ATTR-CM p # mm%sf.xﬁw#
Lo 8 oRie Rk R R AR EHF R R NICE S 832k~ 7 dup 4 gk
in % tafamidis . ATTR-CM P mivii— ok > B3 o » iEiREH > THE B
»EHB VRS ATTR-CM AR L YR » 2B 2 DL - 2 3 0%
ATTR-CM z £ & % -
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Hy
4L
S
S
h\
Ry
ke
&
ﬂ\

.

(-)EHRF RO AP F OB

B S AR AL HERRNAP L EgREF Y

*3F4 1 & %% CADTH/pCODR-PBAC % NICE 2z %g)%‘fijst’f-lp S AP I &2
;5;35# Bz TR ARG E R O H B ?M%‘gi:bt el
Cochrane/PubMed/Embase #p B < /*Jc » UBFfEA R f%vfiiﬂc’f—l—.vfﬁi‘%a a2k
EFEpmRANERT SR o

xR JFLpE

ADTH DR
CADTH/pCO 32020 20 A4 o

(4r &)
PBAC (&) 32020 79 24
NICE (& &) %+ 2020 # 10 * = £ Final appraisal document -

fW¥%%ﬁ¢w SMC (FH M) FRfH=rird o
! 32021 # 2% 19p b Ao

1 g Cochrane/PubMed/Embase s = & % o

R S

|
4o | =

G| @3
B
ok | =)

1. CADTH/pCODR (4t £ + ) [12]

bv £ X B R OZ % K A+ 3= & 18 £ ( Canadian Agency for Drugs and
Technologies in Health, CADTH ) 3t2020# 2" =2 fp =G 3R 2 » A3 A T 7 3
" ik 2T 0 22 3k fc P tafamidis meglumine (Vyndagel®) - # Atino & 4 0¥
2A A A BT ROk R RETF R Y L eI ®
(transthyretin-mediated amyloid cardiomyopathy, ATTR-CM ) - CADTHzE 3% 57
# RPN A =i 2 tafamidis (Myndamax®) =~ % 5 % > A3F 2 4 £ CADTHZ
;J’-]—‘; ;k;?.gr—r o

BB - P Ased o478 I EY 5 ¥ £ 53] (multi-state cohort
Markov model) > H ¢ & 7 A w4 ~ RS Z » - 3P REEIFE G
530 o i A2 v e 5 Bt L 5% (best supportive care, BSC) >
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ARG A SATTRACTIRA 5% 3 A USRI RESE Y REF &
ZRrrach FABAML G r ¥

CADTHZL & B 3l ™ BB > @

(1) ™o A A#IE T L 28R ¢ w5 i 2 3 (New York Heart Association,
NYHA) 25 @ b1y 4B W NYHA B & & o 3 2 4Tk b are i o
&tafamidisenz B e F 4B & o

(2) i ® TR T A Btk 0 FR30B T B R TR R 0 R B RTEA
*+18% 301 ¥ iRk A& s &o» (intention to treat, ITT) A 475 % -

Q) A AHREH LB > A 4308 7 ¢ o W RAFEE S H6B 0 1 o
PR RIS kel B o

(4) 3 * Uy iE B R o & o

(B) F* PFRT N EEF A £ Sl BT e

(6) Tafamidisiy = 3 7 xﬂé} FRlLenie i @ g o o

(7) Tafamidisefiek & R 22 B> 2 45 2 % 2ENYHAS & s 4 i 7o

o

CADTHH: I 4p M Sodic > ¢ 4E8 i3 idd A F ~ o T 5B % T
w301 * ~ “f Bn R AR B eRE B R T B AT P W Rk ek BRI X
lF»Jiﬁ Pwin M5 100% > £ 371 B {5 A 522 BSCipfic 2 ICER & 5 4c %2 443,694 ~
IQALY - CADTHZL 5 % & £ $] 4 50,000 ~/QALY = i& - tafamidis meglumine
%% % 92% -

2. PBAC (;£') [13]

R EE LG L B ¢ (Pharmaceutical Benefits Advisory Committee,
PBAC) ** 2020 ET DA - (3 ARL 5 RaE @i;v]q\ tafamidis * >t75 % = 4
w4ﬂ‘ﬁ@wmAﬁRCM~my~rﬁ@%m@4’tflﬁﬁﬂ 7 AFE

T ® ICER Eig g g% » R4 NEER AT o

RE# - 3 hoe® 24 WA R o 4

%P B
AR SRl NARBLE A AT o AATH o4
F% 4 & & ~ QALY
ERR 20 =
i BT AR A 0T

ENYHA &t 5 - 5 (23 DRER P p A ER 7 il BRREE) ¥ - 5(L
f“?» T R P "“f’l"#hi"‘),i\; J6E 3) s 5 2 B (PRFEFP I KL E fi)
Frk(EEEAFaRFERER 0 Akl ;}J—Eh"fi}g A Iet e FIERE)
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e Tafamidis vs. BSC
REBERAE | B EC 2MAREERG
AEY (6B (LHEERPEE)
i fEH | Tk p ATTR-ACT Tk i85 » 3% i ¢ NYHA A dfig &
A2 (1 BSC #4410 ATTR-ACT ok 5% hig /& 8 (7 eh
EER Gompertz & 4F &
2. wn g AfeiF @ kp ATTR-ACT ok % 7% NYHA ~
Bip TR TER P IR E T o
3. ¢ %7 tafamidis ;o 8 % 0 11 ATTR-ACT 9§k 325k g i i
7 Normal ¥ %%t & -
EEARM 2 | Ttk p ATTR-ACT TRk :#50 EQ-5D-3L Tl » HF 1 £
pRCa +7 (post-hoc reanalysis )
RN 1 #p TR LR hamd jERk -
2. i ? P BB R M- 08 g w B AP B 2 IR U R I
#] & ¥ (The Australian Refined Diagnosis Related Groups,
AR-DRG) & {74 fgL 35
3. BAILE P FA Kk SR L lgkff??ﬂ‘ii#‘tfé °
4 TRMBGER CBKG - X ar s FEPhoL gApM ik
I ¥ A% 2k R 7 5%E FTIREF
g1} Microsoft Excel

PBAC shigids*w =t 4 R ¢ (Economics Sub Committee, ESC) 3% % A

Wi A R - R R A MR -
f'r ]:)t /\'-" ~ '\JlL 'Fg ]l F;t,;: /\—"}%‘ ¢ %?m%ﬂ—%{i PBAC R-:’

¢ X NYHA 5 2E ~ B 5iE
. ESC a3k > 5ui & %

#11CER 42672 % 200,000/QALY ~ ¥ #31 & 4 7 5% Ui 'PBAC in5 2 & & 47
6 pA 751 B F % ¢ ICER 8 -

3. NICE (#®&) [14]

BRE PR ERES AT

F% ( National Institute for Health and Care

Excellence, NICE )>»+2020# 10 % = £ — i» & {8 3% ~ ¢ (final appraisal document,

FAD) - »*FAD*¥ - 7 &3k Jc {* tafamidis * >t jo o & 4 77 24 3]
ATTR-CMipi 4 > 3¢

£ @ pen

ENHSF AT » Sds 47552 B2 hond - FE P 54

£ 4T o

’@i*ﬁﬁ’ - BRFEAE R ET XA @A ERED 0 ¢ FNYHAS B ¥ - a3
B ﬁ?*'l R AT L tAp AR ENYHAS s B AR T A0 o R I
Alz i vk BSC o $#kck ik 5 * FATTR-ACTie4k 2% » & W NYHAS & 3f
BIERE A FEF 2 5E bk &P F53R0iE 2T (commercial arrangement)
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R &+ & 2 ICER{E ] *t # 43 30,000/QALY -

NICEZ R ¢ F & & W#ER % 4] = (Evidence Review Group, ERG) #3% ik
PBAIEF T SEhdeg

(1) Bk ANYHAS - %3 % = B 4 F 3 mtafamidisic 0 AP M S X E JLR AT
F Atk s miEy

(2) 41 * Log-normal + 3& & St B 48 5 = 27 (overall survival, OS) -

(3) sk it * tafamidisicf # ¢ B P B LT TR R I L l&fTi'!ATTR-CM.‘)]% 2
AR A G B R R

(4) b x i8¢ & 7 &4 (drugwastage) = & o

ERG & #73® i {4 » 30 & tafamidis¥2 BSC4p . » H ICERE B & 15 & &
30,000/QALY > £ f ¢ F RERGeipxk &da B %% > 2 | € $Hn5 pNHSTf%
T o rtafamidis* s B ATTR-CM7 & & A2 g 5 w7 @:qu\ o

4. R FR PR B
(1) SMC (gt )
322021 # 2% 19p 2k > AAAMMITRIRS o
5. T F FALEARM 2 px
(1) &= 2
~4r 4 * 3t 4 Cochrane/PubMed/Embase 7 + FAL B 2. = 2 3 4o

T 5 PICOS tazdoFisit » Tix 8 & AN ERITELHIFET L}i% A
¥ (population) ~ i > i# (intervention ) ~ % »c ¥ & & (comparator ) ~ & % i
£ 4p 1% (outcome) % 77 % K 3-8 = % (study design) » H #0&F i i L 4eT ©

Population transthyretin-mediated amyloid cardiomyopathy,
ATTR-CM

Intervention tafamidis

Comparator A%

Outcome A%

Study design Cost-consequence analysis, cost-benefit analysis,
cost-effectiveness analysis, cost-utility analysis,
cost studies
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i B 1+ it 2. PICOS - i% i Cochrane/PubMed/Embase & < g&?fi& » 3+ 2021
#£27%20p > (ATTR-CM -~ tafamidis % cost-effectiveness analysis % ) # i
BT e 0F > > SR -FERFL A28 AREF LI A%F 2 0 il
¥R HOE g T

6. EHRARBLL L S b EFL FH

EREARER W S AT TR
s AR L RE MR

() Bk #

i ’Jf]l'% P SRR T F RS N 2w T % (transthyretin-mediated amyloid
cardiomyopathy, ATTR-CM)¥ 4 % % 4 A|(WtATTR-CM )% i i 4|(hATTR-CM );
WIATTR-CM e 7 7 > m hAATTR-CMA & Z & @ ;-I”f]l% (transthyretin, TTR)
SR FIRE o F M R ERE TG L FHE L T WATTR-CM 4 3 30
60 12t > hATTR-CM¥# % +:30-80fk (AP RBRFATF); ¥ ¢ iT& Rikia g
§ 7K &~ WATTR-CM i % $RhATTR-CM B % 5 % » ¥ 10% % 15% % & & % %
B G B AP TS wWIATTR-CM 5 BE [22] -

ATTR-CM g2 F% [k 45 #% 5 % 24 5 5 % ( familial amyloidotic
polyneuropathy, FAP) i i & F14piT > 2 & S Ap WA FIR % (4 TTR >
Apolipoprotein A-1 ~ Gelsolin) » i =% i 5 $ $ov Hfh il 5~ 3 1 45553 b o
$9 ERIWS ER g - FAPE BP 242 F L 0 R ATTRCMA 7] »
Fop Y OB AR TN R A B F 2020820 2 F p AP TR © AR
FAP2 % % #5100 % ~ 7= #5624 % 452016 & 1 20204 i e F 4L A 47
# & HAP o L = P %48 (ICD-9-CM : 277.3 ~ ICD-10-CM : EB5.44E85.8) "¢
Aff o B OET 2923004 24 o

FIP A5 L& HATTR-CM 3 2+ § BATTRE < vuph @ P2 &
B aiE TG L F RS ERBAS FR Y A 52019 2 % i
B F R R HA[23] ) Pl R o (ICD-10-CM @ 150) 32§ 4 #5924.4%
Lo TR AR E3FE3% 0 A RFYE L L60K L 5 20194 Tl R Heh
Fop L A ANATRG > THE LS ETH ALY -

b 1CD-9-CM 277.3 : Amyloidosis ; ICD-10-CM 85.4 : Organ-limited amyloidosis ; ICD-10-CM 85.4 :
Other amyloidosis -
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Vyndamax (tafamidis > 17 T @ & &) 2 Picﬂ HRBAIFTATEY it
%J‘nh—%@iqénu'kj‘r%%&ﬂﬁiﬁ% %%A’/‘E’ > Z r'ﬁ'ﬁ’]r %5{7\-’1"”‘? %%Pﬁquij\\-’%
WA RBAIRTATE P AFL SR EANER FBGEF LA P 2 L GRS

RPN ST ST BT AP .

* & % WHO ATC/DDD Index 2021 %#% 5 NO7XX08[10] > 4 " NO7XX : Other
nervous systemdrugs | #f » S A @ B FIE (7 £ - "?g?:)%« R N
THAEH) EE[11] P wE BENOTXXE ® A 224l cnd 52 2124 A 4508 5 A 6
ES IR - L T 3 ..qﬁﬁ“ #LR) % A iy (amyotrophic lateral sclerosis, ALS) #h
riluzole » 2 % Y5 % 7 #F & W 2. # leJE sk eitetrabenazine - ¥ g e T
B ;-I”f]l% v ARG T E R - b A "ff Aot AFE D H o3 (F A
)

BRF Y FASEELAB T RS YT S AT R B SRR T R

L%%“i'\‘»‘““ff,iﬁ%zw-}%u BB AR REERELSART T &L FATTR-CMi &
E2ER[24] 0 P AL RIAFZERELGI PR T S

(2) Mg

@‘éﬁ%ﬂwuh * & % ATTR- CM}P&‘ AT RRETE T A EE. Fx?\lL [N
5 A kT & (20224 32026 ) * 50 * A g ¥ - £c1804 % % T £ 130
Lo FRHAUEESNERTHFRY A BNF - 29800 1 KT EWNWA;ig

s

E)ﬁ"'ﬁ*‘#’ﬁf% EF371RH T % T -&mlSlOlaw’ﬁfgéﬁ ;L:Pf'xklﬂ-&?’m?j

7

BRE T ERETERY ARE TR CHESEE AAAM T > F Ao

%w&%ié PP PR ERIEMABREENS - #9360 5T E
117,937 7

@‘Eijﬁﬂfil‘q* 0 B BEKEED A FdeT

Lofei s iR Fs A Rr 2t g B e s 2 OATTR-CMy 4 7@
T BTG RTHBE O

2. PREH ERK RHBEAN BT (PN TSP CRFLACHE
FRAGER) CRP 2 pE RA L RR A E > £ k8- 64%“65%
faE &Lk o W2 FATTR-CMeap 53 7 2 @i"};}fﬁﬁ IR AR i 4
2 A KT EFMP ARG F - £002304 1 %7 EG2404 c ERF LB
AR R S BCR TGRP AT

(1) 12452015 3 2019 p ge3n 4 v Bigh s 2 24 R 1517k 4 ¢ ¢ fa i
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15-64 # £7196% > & 17 15 F18-64%k 2 >65%k 2. A v ii s o
(2) 19452016 % 1 2018 > =& i B ' -PE R st o B E 2 18-64% 2 2654 ¢ R
#8 (heart failure, HF ~ ICD-10-CM 150 ) +* &) 4 & $10.5%% 4% > 121 4F & = &
A KT Ao
¥ R\t v%&;{ FATTR-CM ¢ HFz_+* #]%0.12% -
< Bp v)r%a: TATTR-CM*® 2 HF 5 > @ F2 0B8R B & & 5 4 5
> (heart failure with reduced ejection fraction, HFrEF ) %14% ~ <% % :B& &
& &t 41 & 5 -5 (Cheart failure with preserved ejection fraction, HFpEF ) %86% -
(5) =¥ ®Wp = [;Jq;/{ T HFrEF2& HFpEFJ f& 7 > Jo o 505 ¢ %K i 4 57 (New
York Heart Association, NYHA ¢t 5 HFrEF % — &3 % v & 4 %] X0% ~
12% ~ 50%% 38% ; HFpEF/& % - %% % = %4 %] X16% ~ 60% ~ 21%% 3% -
(6) L*’§z4 P A SRS H 2 R EINYHAYR 2 B2 2 st o R i
B4k ;Q?F‘lp#\j\ E2 P A HK-

®3) %
(4)

o \\?{r \\

3.i&@?A&:&%@ﬁﬁiﬁ%ﬁxi,ﬁ%ig;@»@@%ﬁaii
KT ERY A OG- #9804 3 %7 #1304 - ¥ P’éﬁix*%&@
FiRZ%E R TR - EL S E2E R OFEF A WH86%76%64%3% 53% -
EERAIFR Y A F - 2804 1 % T #4004 o

4, j\g;&fi%ﬁ? L*’iqﬂ%’?:b‘g FFE* Y E (FEp6lmg) FEFAKRT &
AEEREF QY- EaB871R~1 %7 £91810% 7~ -

5. Hu FRpyr ﬁﬁﬂwgi&%@»%%$~’?%M%@&&&%ﬁw
2 NYHAS = o 4 che 3 et BB ¥ ’L;izﬂ TR AR Y
PERAHT L H S AR E R FRE Y S EAEETIDY
A1g~ B ZREFTAEREFR > KLRT AT 1Y %”‘1”‘32%fﬁ
A ’ULWpﬁﬁw¢?*’ THE DR FRHF T VR T 9% - &
096~ 3 %7 EH0.99B A~ N EFTHEBE T Y - EH085R~I KT E D
083~ o ZiRF 2 i i AZE SR TGP 4o

1) Li‘;i,'fqz FH T B ATTR-CMys 4 ¢ 2 HFIEF %3 > ik J & 4 (18-64% %
>65;§s) ENYHALS & (52 %2 52 ) i ifat ik R 9% - &
264 % ﬂ-'m274°33'\cizﬂ VJEIP\H}‘;DF:’*F{?;.EJ%44-EHHF )
%?18-64;%& i A K250 ~ - 2658 4 X35 A4

2 @:;i;—‘g;t}; HFrEF>%z2% ¢ R :’ja\,y,;‘a AT i H dEans R ,;,F“m B2k T 18-64% ®
NYHA%E::..@»E'{”.‘]?:, SRFEHCIPLHYE - EHOL T H T EHBL o iER
ﬁ{gww%ﬁAim?*’z&a@4mw&mm%\m&h§%ﬂuo

© NYHA & @ % - (2 F ﬂ/wla‘n_ G PR AR R G AR R S E) D s (P aE
a‘ﬁiiur B WA RETRINGFEE) - F25(PWEFP LI RLAFE§EE)
Sra(R2eghfFamiEs ttﬁii#\‘i:"‘ﬁﬁﬁ 4’5&“1“»?]%&3*)
EEffp ? =R 25 L LB TI05 p Ay ¥ * 05 XAt ik

r» \
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E\;‘;/‘]:goo:kjﬁgfjkk_,_oﬁx,g,,; {f}%;};}il’-xg7.uﬁﬁme
BARA > R EFE X ARE Y HLIF Ao '1 Wi L E 2 LE T
> 6] 2828 ~ & 520§ ~° o

3) éff‘ii—*fﬁié’%fﬁa f:LATTR-CM:f,;ﬁ LS HFpEF*&E*éﬁ:}’g‘L B AE QW
- #2104 1 %7 £2104 2 ST RPN ARF AL REE A E &
ER F;}“F' * o *18-64}%:}1% A %258 ~ *>65}§vv}% A H35F ~ o

(4)?Fiﬂ‘*¢Fx+ % Agtb%ﬁ)gﬂw,ﬁ,p‘,bf;? X &
£ I 3a941lg ~ -

6. MR Y RIS HBERG A SFR ~ ERLH > A SERFEE
Rt EE R R 9% - EF8T1IRAL T #1810~ - ERK
MR ARV EYAESISFLE T T HEFAFHRR T - £

RAR PSR M PemThdeT

ERRR ATTR‘}TT‘J*:}?;?& H s %lgz}.,bsm)%z%v‘ "‘Ian ,“4 1, A2 o
RERE BRI A DY P B 8K NYHAS Bt 7R Rl G
HRERF A FH G R AF LG AL AW RIPM LR 2
WO EBEF T &4 0T 2 RE S AL BAF TR LR T
dow R B Rl R R E RS T T

o

1 k¥ = WP P53 E 4 HATTR-CM s f 20 B 5 o h STk b 2 5 373
M £ o

2. PHRAEFE D AFIHNERF DA ERGEEAFLLG LA 0 ANERA
Prie B 2. 18-64% 2 2655 A B E AL K EE A B0 d Rp S B T (P
AT R CRF A TG FRATER) TG R HFLFT
FEEM > F A4 T b e$520164% 1 2020# iR FALE o A 4718-64 4% 2 >65
Foit & 5% B (ICD-9-CM : 428 ~ ICD-10-CM : 150) ¢hops + dc > 1247 &
S ESdeh A kT £ (20224 120264 ) e Al B0 RYERF LA
BinARE AT ERPLAXILHRTZ ART EAWP R @:.g e
#2654 1 % T #2704 o

3. AF#* Afk! AL NLARP £ 8 BY
RERERFRUNB > ALY RBERE LD BIRL AR AEFY
RSS2 A RT ER Y A B Y - E90904 1 F T &£ 1404 o F 4 s
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